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Amunonaos

e AMmnonpgos — rpynna 3aboneBaHMN,  OT/IMMUTENbHbLIM
NMPU3HAKOM KOTOPbIX ABNAETCA OTNOXEHME B TKAHAX M OpraHax
dnbpunnapHoro rmmkonpotremga ammnonaa. YnopaagoyeHHOCTb
cTpoeHna ¢ubpunn amumnompga obecneymBaeT OAHOTUMHOE
OTHOLLEHUE K Kpacutenam npwu MOPDOSIOrMYECKOM
nccneaoBaHMM, B YaCTHOCTU KOHTOPUAbHOCTb, C U3MEHEHMNEM
uBeta Ha A6/N04YHO-3eNeHbIN B MNONAPU3OBAHHOM  CBeTe.
PasHoobpa3ne KANMHUYECKUX POopM amumaonaos3a CBA3AHO C
PA3NNYNAMMN  AMUIONAOTEHHbLIX 6enKoB-npeawecTBEHHUKOB,
KOTOPbIX B HacTosLlee Bpemsa n3sBectHo bonee tpnguatu [1,2].

1. Wechalekar A.D., Gillmore J.D., Hawkins P.N. Systemic amyloidosis. Lancet. 2016;387(10038):2641- 54.

2. Benson M.D., Buxbaum J.N., Eisenberg D.S. et al. Amyloid nomenclature 2018: recommendations by the International Society of
Amyloidosis (ISA) nomenclature committee. Amyloid, 2018. 25(4): p. 215-219.



OcHoBHble ¢OopMbl CUCTEMHOTO aMmMni0uMa03a

e Cpean Bcex ¢$OpPM CUCTEMHOIO amMWIoMaO3a B TepaneBTUYECKOM
NPaKTUKe yaule BcTpedatoTca AA-amuaonpos, rnpu Kotopom benkom-
npeaLlwecTBEHHMKOM ABAAETCA OCTPOoda3oBbin OENOK XPOHWUYECKOTO
Bocnanenma SAA, n AL (AH)-amunonpos, npm KOTOPOM B KayecTBe
b6enKka-npealecTBEHHUKA BbICTynatoT nerkue (L) nam taxkenoie (H) uenu
MMMYHOT/TI0OYIMHOB MPU  MNNAa3MOKNETOYHbIX AUCKPAa3UAX, BKIKOYaA
MHOECTBEHHYIO MUEJ/IOMY.

e ATTR-(TpaHCTUPETUHOBbLIN) aMUNONZ03 TaKKe ABAAETCA CUCTEMHOM
dopmon ammnomnposa. benok-npeallecTBEHHUK - TPAHCTUPETUH
(6enok, TPaHCNOPTUPYIOWMMA TUPOKCUH M PETUHOAN) NPU HAAUYUU
MYTaLUUM B ero MoOJIEKYNE NPU CeMenHbIX POopMax MAN BO3PACTHbLIX
HapYLLUEHNAX CEKPeLUn ero TeTpamepos.



CuctemHbin ATTR- amunoupos

* Jlo HepaBHero BpemeHu cYMTanocChb, YTO Ha Tepputopmun Poccmun
ATTR- amunonpos He Bctpeyvaetca. OgHaKo nocne BHeapeHUA B
DYTUHHYIO NPAKTUKY METOA0B MONEKYNAPHO-TEHETUYECKOU
ANArHOCTUKMU MYyTaUUWN TPAHCTUPETMHA COTPYAHUKAMU KIANHUKU
nm. E.M. TapeeBa 0Obln0o npoaemoHCTpUpoBaHO, 4yTo ATTR-
ammnonao3 BcTpedaeTca B Poccumm € 4actoton, OAM3KOU K
CpeaHeeBPONENCKOMN ANA He 3SHAEeMUYHbIX 30H (8 % no
cpaBHeHuto ¢ 10 % cooTBeTcTBEHHO). OCHOBbBIBAACb Ha AAHHbIX O
ANUTENbHOCTN BpPemeHu, npouweawero OT Hayana nepsbixX
NpoABAEHUN OO0 VYCTAaHOBAEHMA AuarHo3a (meamaHa 69

MecALEB), aBTOPbl AenatoT BbiBOA O rumnogmarHoctmke ATTR-
amunaounao3se B Poccum [1].

1.Pamees B.B., MacHuKos P.., BuHorpagos M.1. u gp. CuctemHbin ATTR-ammnnongos, pegKkaa popma noparkeHna BHYTPEHHNX
opraHoB. PaunoHanbHasa dpapmakotepanus B Kapanonorum 2019;15(3):349-58.



KnnHuueckoe HabnoaeHue

 Maumentka 1., 56 net, npu nepBom o0OPALLEHNN K YYACTKOBOMY
TepaneBTy NpeabaBasana Xanobbl Ha OAbILLKY NPU xoabbe B ymepeHHOM
Temne, cnaboctb, ObicTpyto yTomasaemoctb. Cumntombl  Oblan
pPaCUEHEeHbl KaK NposABAEHMA MOCTKOBUAHOro cuHAapoma (nepeHecna
SARS-CoV-2 3a 2 mecsaua Ao obpalleHma 3a meaAULUHCKOMN MOMOLLbIO).

AHaMHe3 YXU3HMU

HacneactBeHHOCTb: OTel, ymep B Bo3pacTe 74 neT oT cepAe4vyHOo-cocyaucTon natonornun (3abonesaHue
YKa3aTb HE MOMXET).

MepeHeceHHble 3aboneBaHma: B 30 netr xoneyuctaktomma, B 54 roaa ANarHOCTUpPOBaHa
NoOAMHeNponaTmnaA, ABYCTOPOHHMW KapnasibHbiM TYHHENbHbIM CUHAPOM, MNPOBEAEHO ONepaTMBHOE
nedyernune; SARS-CoV-2 2 mecaua Hasaa.

[MHEeKoNOrM4Yecknm aHamHes: poabl — 1, meHonaysa ¢ 56 ner.
BpeaHbIX NpuBbIYEK, NPOPECCMOHA/IbHbLIX BPEAHOCTEN HET.



KnnHuueckoe HabnoaeHue

* Yepes 4 mecaua ot pebiota XCH oabiwKa ctana BO3HMKATb Mpu
xoabbe Ha 100 m M B HOYHOE BpEMS; MOABUAUCL OTEKM HA HOrax.
Mpu obcnegosaHuun B LIPB BbiABneHa nerovHas rmnepteH3ua (CONA
60 MM PpT.CT.), peryprutaums Ha TPUKYCNUOAJIbHOM KaanaHe,
nosbiweHne A-aumepa po 900 Hr/mn (npu Hopme 0-550 Hr/mn).
OnarHoctmpoBaHa TIJIA; Ha3HayeHbl puBapoKcabanH 20  wmr,
buconponon 2,5 mr, cCHMPOHONAKTOH 25 mr, Topacemuna 5 mr.

* N3-3a oTcyTCcTBUA 3ddEeKTa OT JeHeHUa yepe3 2 mecAua naumeHTKa
rocnutanmsnpoBaHa B O61acTHYO KAMHUYECKYO 60nbHULUY, FOe npu
obcnenoBaHUM NCKNOYEHDI TINA, MMNOKapAWUT, NBC.
NnarHoctnpoBaHa Kapaunomumonatma (KMI) HeyToyHEeHHOro reHesa
KaK npudnHa XCH.



KnnHuueckoe HabawoaeHue

B nocnepyrouwme 3 mecaua Ha poHe NPoOBOANMON Tepanum
nepuHaonpuaom 4 mr, buconpononom 2,5 mr, CAIMPOHONAKTOHOM
100 mr, Topacemmngom 5 mr Habntoganacb NONOKMUTENbHAA
ANHAMMKA - YMeHbLINNACb BblpaXXeHHOCTb OAbIWKN, KynnpoBaH

OTEYHbIN CUHAPOM.
OxoKl-puHamuka 3a nepuog, ¢ 6 no 9 mecaly 3aboneBaHUA:

yeenmyeHne MMM XK ¢ 97 po 122 r/m2 (M-pexkum), HebonbLuoe
YyTO/ILLEHME MepeaHen CTeHKM npasoro xenaygodka (M) ao 0,55

CM.



KnnHuyeckoe HabaoaeHue
nepuopa ¢ 9 no 17 mecay ot gebrora XCH

 becnoKont 386KOCTb CTON, K*KEHMe B NanbliaX KUCTEN PYK U HOT, Bonn B
MKPOHOMHbIX MblWUax npu xoabbe. Cnegyer OTMETUTb, UYTO CHUMXKEHMUE
601€eBOMN U TAKTUABbHOW YYBCTBUTENBHOCTU MO TUMY «NEPYATOK» U KHOCKOBY,
Habnwaanocb M paHee, HO ©OblIO MeHee BbiparkeHo. HeBponorom
AMNArHOCTMPOBAHA ancmetabonnyeckas CEHCOPHO-MOTOpPHanA
noanHenponaTuA.

* Jnu3oabl Anapen, CHUXKeHue maccbl Tena Ha 30 Kr.

* OpTocTaTnyeckasa apTepuanbHan rMNoTeH3Us aNn3oanyecKas, a 3aTem
ctonkaa (CAO 80-90 mm pT.cT.).

* [lporpeccnpoBanHme XCH, pedpaKTepHOCTb K Tepannn, B CBA3U C YEM
NOBTOPHO rocnmnTannsmpoBaHa B O61aCTHYIO KIMHUYECKYIO 6OnbHULLY.



KnnHuueckoe HabawopeHue

MeprnopbutanbHana KoOXXHaA nypnypa - «rnasa
eHoTa»

XM 3KTI: npexopauwiaa AB 6n10Kkaaa 2cteneHn

OxoKI: 3a nepmog ¢ 9 no 17 mecay
Habnopgenna ysennyenne UMM 1K ¢ 122
r/m2 po 201 r/m2 (M-pexum), yTOJLLEHME
nepegHen CTEeHKWM npaBoro xKenygouka (MHK) c
0,55 no 0,83 cm, MHKIMN ¢ 1,1 oo 2 cm,
yBesindyeHme npasoro npegcepaua ¢ 3,85 oo
4,46 cm, ymeHblweHne RAP /1K c 4,9 po 3,9 cm.

Bnepsble BbiABAEHA NpoTenHYpua 1r/n



Pe3ynibTaTthl 1abopPaToOpPHOro N MHCTPYMEHTaAbHOro obcneioBaHmA

Npotennypwa (r/n) OTCyTCTBYET Cnepbi 1

Benok c/k (r/n) 60,3 61,7 53,8
AnbbymuH c/K (r/n) 37 38,1 37,7
KpeaTuHuH (MKmonb/n) 72,4 87,1 101

C — peaKTuBHbIi 6enok 1,9 17,32 21,7

(mr/n)

KopTtuson, Hmonb/n 659 / 417

(N 150/660)

NTproBNP, nr/mn 156,4 _— 22599 "M 1

Rg / KT opraHoB rpyaHoiA
KNeTKn

NHTepcTMumanbHble,
3aCTOMHbIE UBMEHEHUSA B
NETrKNX, ABYCTOPOHHWUM
nAeBpanbHbIN BbINOT.

UHTepcTnumanbHeble, 3aCTOMHbIE
NM3ImMeHeHUA B NErkunx, ABVCTOpOHHMVI
I'Il'IeBpafIbelﬁ BbINOT

3acToliHble Nerkme, NPaBoOCTOPOHHUM
nAeBpanbHbIN BbINOT

Y3U /KT opraHos
6plowHOM NonocTU

[BYCTOPOHHWIA NNEBpPaNbHbIN
BbiNnoT. CocToAHMe nocne
XONELMUCTIKTOMUM.

[1BYCTOPOHHWI NAEBPAJIbHbIN BbIMNOT.

NHPmMAbTpaumna KnetyaTkm 6poHoM
nonoctn. MMHMMaNbHOE KOIMYECTBO
XNAKOCTW B OPOLIHOM NONOCTM.

XM 3Kr (ocobeHHOCTH)

Putm cuHycosbiv ¢ YCC 47
—80. Pegkune K2
CMeLUaHHOoro TMna.

CuHycoBas bpaaukapans BO Bpems
CHa. BapuabenbHocTb cepaeyHoro
PUTMa PE3KO CHUMKEHA.

3950 sanu3onos AB 6n0Kaap! Il cteneHu ¢

nepuoaukon BeHkebaxa ( 1560 annsonos) u 6e3

nepuoauKkn. BapnabenbHocTb cepaeyHoro

VAT AT R A "% MAN /NS 177N /<1 00 ACLIZ7NE 1



TORKa3aTe
[Toka3aTenu sxoKapgmorpadpum

4 mec. oT gebtoTa

XCH

6 mec. ot gebrota XCH

9 mec. ot gebtota XCH

17 mec ot gebrota XCH

UMM (<95r/m) 97 1224
®B ( 55-65 %) 68 66 62 68,7

CONA (no 29, mm pT.CT. ) 60 55 44 58
KOP /1K (3,9-5,3 mm) 5,1 4,9
TonwmnHa 3C/1XK (0,8 — 1,1 cm) 1,0 1,1
TonwmHa MXKMN (0,8 -1,0cm) 1,0 1,1
TonwmHa MCMXK (<0,6 cm) 0,5 0,55
NN (1,9-4,0 cm) 3,7 3,8
NN (1,9-4,0 cm) 3,75 3,85
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OGCYXEHUE

KMI1 pecTpUKTUBHOro TMna C
coxpaHeHHou PB, HeoaHoOpoaHOMU
CTPYKTYPOMN MMOKapaa U pedpaKTepHOU
XCH, HapyweHnem npoBoAMMOCTH

[1BYCTOPOHHUM CUHAPOM KapnaslbHOro
KaHana

OpTocTaTUyeckas apTepuasibHas
rMnoTeHs3us

MoTopHaa Anapes c noTepemn maccol
Tena

[lpoTenHypumAa
[MeprnopbutanbHaa KOXKHaA nypnypa

MM
HeqgCHOoro
reHesa

CUCTEMHDbIN

AMUITIONAO3
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OGCYXXAEHUE

C uenbto nckntoyeHma AlL-ammionpgosa B pamMKax MHOXKECTBEHHOUM MUENOMbI
nccnepgosanca M-rpagneHt KpoBum M Mounm  (pe3ynbraT OTPULATENbHbIN),
BbIMOJIHEHA CTEepHaNbHAA MNYHKUMA: KOCTHbIM MO3r HOPMOK/IETOYHbIN,
nnasmaTtmsauma 1%. WccnepoBaHne KpoBM M MouYM  AnAa  onpeaeneHums
coaepKaHmAa cBOOOAHbIX NETKUX LEenem MMMYHOrN00yINMHOB He BbIMOJIHANIOCD,
NO3TOMY OAHO3HAYHO OTPUUATb HaNM4YMe Yy naumeHTKn AlL-ammnmnomnaosa, B TOM
4yncne B PaMKax MHOXECTBEHHOW MUENOMbI, He NPeACTABAAI0Cb BO3MOXHbIM.

Mpn 6uoncmm cAU3UCTON NPAMOM KULLKKM amMuaouna He BbiiBAeH. [TpnHuUmas BO
BHMMAHME MNOSABAEHME 3HAYMMOM NpPOTEMHYPUK, Oblia 3anNaHMPOBAHA
Heppobumoncus.

Ha BTOpoi AeHb npebbiBaHUMA B HePPONOrMYECKOM OTAENEHUM MalUMeHTKa
BHE3aMnMHO NPU NoabeMe C KpoBaTu noTepsana Co3HaHME, MPOU30LLAA OCTaHOBKA
cepaeyHom NeATeNbHOCTH, Ha 3Kl 3aduKcmpoBaHa acucronums.
PeaHMMaLUMOHHbIE MeponpuUATUA HeIDPEKTUBHbI, KOHCTaTUPOBAHA CMEPTb.



3aKNIoUYUTENbHbINA KAMHUYECKUU ANArHos:

OcHoBHoOe 3aboneBaHue: NMepBUYHbIN aMHUAOKA03 C NOpPaXKeHMem cepaua, noyek XbBI 3cT., }KenyaouHO-KMLIEYHOro TpaKTa, COMaTUYECKOM
M aBTOHOMHOM HepBHOU cuctembl. OTHocuTeNbHAA HeaocTaTodHoCTb MK v TK Il cT. JleroyHasa runepTeH3una 2cT.

OcnoxXHeHua ocHOBHOro 3abonesanua: H Il ¢ coxpaHHon ®B. ®K 4 no NYHA. AcuuT, ABYCTOPOHHWI naeBpanbHbii BbinoT. Mpexoaawan AB
6nokaaa ll creneHn 1 m 2 Tuna. Acucronus.

ConyrcTeylowme 3abonesaHnA: PeTUKYNAPHbBIN BaPUKO3 HUMKHUX KOHEYHOCTeN. [eHepann30BaHHbIA OCTE0apTPO3, ABYCTOPOHHMUIN TOHAPTPO3,
apTpo3 kucten R 2ct.hallux valqus ¢ 2-x ctopoH

doHosble. 1.[Jopconatma. BeptebporeHHas uepBuKo-bpaxmanrma cnpasa. CTOMKMN yMEPEHHO BblpaXKeHHbIN 60neBor CMHAPOM. XPOHUYECKUMN
OUNMapHbIA NaHKpeaTUT. XPOHMYEeCKMM racTput. [onunxocurma. LOMBEpPTUKY/bl CUTMOBUMAHOM KUWKK. [emoppor. Mwuoma maTku B
noctmeHonayse. Kuctbl Wenkn matku. Kucta neson nodkn. Aucannnagemua. fmnepypmkemmna. AHrmonatms cet4aTkn obomx rnas.

MaTonoro-aHaTomuyecKkuit amarHos kog no MKB-X M 85.8

OcHoBHOe 3abonesaHue: MMepBUYHBIM aMUIOMAO3 C NPEMMYLLECTBEHHbIM MOpa)eHUem ceppaua, C ydyacTKamu MNOJIHOTO 3amelleHusA
MUOKapaa Maccamum amwuiouga B 3afHEW CTeHKe JIeBOro KenyAouKa, C NMopakeHMem npepcepavi, KAanaHHOro annaparta, CTeHOK
KOPOHAPHbIX U UHTPAMYpPa/ZibHbIX apTepPuUii, C NOpa*KeHUem CoCyA0B U CTEHOK a/ibBEO/1 /IErKUX, NOpaXKeHnem NoACAU3UCTOrO U MbiLLEYHOro
CNOA XKeNyaoYHO-KULLEYHOro TPaKTa, 6pbizkeiKn TOHKOM KULLKU, BHEOPraHHbIX apTepuii Novek.

OcnoXXHeHus OCHOBHOro 3aboneBaHuA: XPOHUYECKUIA UHTEPCTULMANBHBLIN HePpUT. [BYCTOPOHHWUI NAeBPanbHbIN BbINOT (cnpaBa 750 ma,
cnesa 250 mn). OcTpoe BEHO3HOE NOJIHOKPOBUE BHYTPEHHMX OPraHoB. [lapeHxnmaTtosHasa auctpodus.

ConyrcTeylowme 3aboneBaHumsa: Jonnxocmrma. AMBepTUKyAbl CUTMOBUAHOM M NPAMON KNLWKK. Cybcepo3Haa dubpommoma

MaTKN. XPOHUYECKMUN aTPODUYECKUIN FaCTPUT.




MakKponpenapaTbl

Cepaue. MHOXeCTBEHHbIE KeNToBaTble
NPOCNOMKU (OTNOKEHMA MACC amnaonaa)

JNlerkoe. NopwucTtan
CTPYKTYpPa TKaHMU,
CTPENKoM yKa3aHa
yTONLWEHHanA
MeXA0/1bKOoBaA
neperopoaka

NeBbin
Xenygouek
cepaua c
rmnepTpoduren
CTEHKM

KuweyHuk
YTONLLEHHbIE, NIOTHbIE CKNaAKW.
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MuKponpenapaTbl

Nlerkoe, KOHro- KpacHbin, x20 : 1,2-
OT/NIOXEeHMe Macc amnnonaa B CTEHKax
MENIKMUX apTepUil, CTpenKa 3 - OT/IOKeHUe
aMmunonga B MexanbBeonApHOM
neperopoake

Cepaue, KoHro- KpacHbin, x20 :

1 - OTNOXEHUss Macc amuaounaa B CTEHKE MesIKon
apTepuM MMoKapaa,

2- OT/IOXKEHUA Macc amuaonaa B MMoKapae

(bypoe - ammunona) TOHKMI KNLLIEYHUK,

remaToKCUInH/303umH, x20.

CTpenkamm yKasaHbl OTI0XKeHUA
Moukn, /3 % 10: 1 - cKNepo3npoBaHHble KNyboUKN,

MacC ammnonga BO MHOIMNX
2 - KaHanbua - OCTpbl€ USMEHEHUA MO TUNY 3 o
o cocyaax noacansancTton oCHoOBbI
6enkoBom ,CI,MCTpO(I)MM M HEKPO3a OTAE/bHbIX 16

KNneTok, 3 - CKNepos3 CTpombl



ObcyKaeHue

* B npeacraBNeHHOM KAMHUYECKOM HabntoaeHun 6e3ycioBHOro
obcyXaeHnAa 3acnyXuBaeT BO3MOMKHOCTb CBOEBPEMEHHOWM
KNMHUYECKOU AMArHOCTUKM ammnnongosa n ampdepeHumanbHom
ANArHOCTUKM  TuNa amunounaosa. OTcyTcTBME XPOHUYECKUX
BOCNannUTeNbHbIX 3ab0neBaHUN, OHKOJIOTMYECKOM MNaTo/Iornm,
npenmmyLlecTBeHHOe MoparkeHue cepaua U HEPBHOU CUCTEMDI
NO3BOIAIOT KAMHUYECKU MCKAOYUTb BapuaHT BTOpUYHOro AA-
ammaonaosa. CnepoBaTesibHO, anddepeHunanbHasn
ANArHOCTMKA [OO0MXHa ObiTb npoBeaeHa mexay AL- n ATTR-
aMNI0ONI030M.



AL - amunonaos ATTR-amunnonpos

e [lebtoToMm ammnomnaosa y obcyxKaaemom naumMeHTKU sBMAacCb
nporpeccupytoLLLan ANCTanbHas CMMMETPUYHASA
NnoAMHENpoONaTMA, BKAKOYABLWIAA  ABYCTOPOHHUU  CUHAPOM
KapnanbHOro  KaHana. [latonorma  HEPBHOM  CUCTEMDI
ANUTENbHOE BPEemMsA pacCMaTpuBasacb KaK CconyTcTeyloulee
3aboneBaHne, OAHAKO NpPU OTCYTCTBUU CaxapHoro Amabera,
3noynotpebneHns ankorosem, oTCyTcTBMM NPodecCUOoHaNbHbIX
Harpy3oK Ha J/y4e3anACTHbIM CYCTaB reHe3 3TOM NaTo/Iornu
OCTaBaJICA He ACHbIM W BMOJIHE MOI MOCAYXWUTb NOBOAOM ANA
yrnybneHHoro obcneposaHma Ha bonee  paHHUX  3Tanax
pa3BuUTUA 3abosieBaHuUA.



—

-

ATTR-amunonpos

AL - ammnonpos - I

* [lopaxKeHne HepBHOW cucTtembl Habatogaetcay 17-35% 60nbHbIX
AL-amnnonaosom 1 npakTU4YecKn y Bcex nauneHToB C
HacneacTBEHHOW aMUIOUAHOW NOANHEMPONATUEN PA3HbIX
TMNOB, BKAtoYasa ATTR, npn aTom ABYCTOPOHHUU CUHAPOM
KapnanabHOro KaHana xapakrepeH ana ATTR-amunonposa

[1,2,3].

1. Pamees B.B., MacHukos P.I1., BuHorpagos .M. n gp. CuctemHbin ATTR-amunounaos, peakaa ¢popma nopaxKeHmsa BHYTPEHHMX OpraHoB. PaunoHanbHan
dapmakoTepanus B Kapamonorum 2019;15(3):349-58.

2. JlbiceHko (Ko3nosckas) /1.B., Pamees B.B., Moucees C.B. 1 ap. KninMHUYeCKne pekomeHZaumm no AMarHoCTUKE U Ie4EHUI0 CUCTEMHOIO aMmnaouao03a.
Knun dpapmakon tep 2020;29(1):13-24.

3. Garcia-Pavia P., Rapezzi C., Adler Y., et al. Diagnosis and treatment of cardiac amyloidosis: a position statement of the ESC Working Group on
Myocardialand Pericardial Diseases. European Heart Journal. 2021;42(16):1554-1568.
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AL - amunonpos - ATTR-amunonpos

[lopa)keHne cepaua pa3BMBaeTCA Yy NoaaBnawowero 6osblinMHCTBA H60nbHBLIX AL-
amunonaosom n y 50 — 60% naumeHtoB ¢ ATTR-ammnonaosom. B KanHnyeckou
KapTuHe ATTR-amunounpgosa nopakeHue cepaua Mmoxket bbiTb JOMUHUPYIOLWUM
npoasneHnem [1,2]. Ana naumeHtoB ¢ ATTR-ammnomngo3om xapaktepHo bonee
3HaYUTENbHOE YTO/ILLeHUe MUOoKapaa (meamaHa 17 mm, MeXXKBApPTU/IbHbIN pa3max
16 — 18 mm) no cpaBHeHUO ¢ naumeHtTamm ¢ AL (meamaHa 15 mm,
MEXKKBaPTU/IbHbIN pa3max 13 — 16,5 mm [3]. B Hawem KnnHnyeckom HabnrogeHun
nopakeHne MuoKapaa npumobpeno gomMuHUpyloWee NpofAB/eHue, YyToaleHune
MuUoKapaa gocturno 20 mm.

1.Pamees B.B., MacHukos P.M., BuHorpagos .M. n ap. CuctemHoln ATTR-amnnongos, peakana ¢opma nopaxkeHma BHyTPEHHMX OpraHoB. PauMoHanbHas
dapmakoTepanusa B Kapaunonornmn 2019;15(3):349-58.

2.Falk R., Alexander K., Liao R., et al. AL (Light-Chain) Cardiac Amyloidosis: A Review of Diagnosis and Therapy. J Am Coll Cardiol. 2016;20;68(12):1323-41.
DO0I:10.1016/j.jacc.2016.06.053.

3.Rapezzi C., Merlini G., Quarta C., et al. Systemic cardiac amyloidoses: disease profiles and clinical courses of the 3 main types. Circulation. 2009;120(13):1203-12.



AL - amunaonpos ATTR-amunonpos

* [lopaxeHne noyeK B BUAE TMPOTEUHYPUN N NOYEYHOU
HeaoCcTaTo4yHOCTM BCeTpedvaetcA Yy 80-90% nauymeHtoB c AL-
amunongosom wu amwb Yy 20-23% naumeHtoB C  ATTR-
aMUNIONA030M, 3a4acTyt0 OOHApPY)KMBAACb MO3Xe NOopaXKeHUs
cepaua v nepudpepuyeckon HepBHou cuctembl [1]. UmeHHO
TaKaA nocnenoBaTe/IbHOCTb NoABNEHUA CMMNTOMOB
Habntoganacb y obcyKaaemom naumeHTKU: NpoTeuHypua bbina
BbliBZ1IeHA INLLb 33 HECKO/IbKO Heaenb A0 NeTa/ibHOro ncxoaa.

1./lbiceHKko (Ko3nosckas) /1.B., Pamees B.B., Moucees C.B. u ap. KaimMHMuyeckue pekomeHaaumnm no ANarHoCTUKE N NEYEHUIO
cucTeMHoro amuaonaosa. KnuH ¢apmarkon tep 2020;29(1):13-24



AL - amunonaos ATTR-amunnonpos

 OToenbHOro obCy)KAeHUsa 3ac/yKMBaeT NPUYMHA NOABNEHMUA
npotenHypun. fNpun natonoroaHaToMUYeCKOM UCCIea0BaHUN
OTCYTCTBOBAa/IU NPU3HAKN aMUIOMAHOIO Nopa*KeHna NoYeyHou
napeHXumbl, MMeJINCb OTIOXKEHNA aMniomaa BO BHEOPraHHbIX
cocyaax rno4yek, Yto cneagyeTt cCYUTATb ewe OAHUM apryMmeHTOM B
Nonb3y ATTR-amunounposa. O4yeBnAaHO, noAassieHUe
NpoTEUHYPUN 0bycnoBaeHO GOPMMPOBAHMEM 3aCTOMHOM NMOYKU
Ha ¢oHe nporpeccupytowen XCH, yemy COOTBETCTBYIOT
MOpPPONOrMyeckme U3MeHeHMA NOYEeYHOW MapeHXMMbl B BUAE
benkoBon AUCTPOPUU KNeTOK KaHanbueB W CKneposa
NHTEPCTULUMA.



AL - amunonaos ATTR-amunnonpos

* [lpu AL-ammnompgose meanaHa BbIXKMBAEMOCTUM NPU eCcTeCTBEeHHOM
TeyeHnn coctaBnaeT <12 mecaueB. HeneyeHbin ATTR-ammnonaos, Kak
npaBuao, B TeyeHne 5 — 15 net nporpeccmnpyetr A0 TEPMUHANBHOM
CTaAMN NOpaXeHus cepaua WAM HEepPBHOM CUCTEMbI, MedunaHa
NPOAO/IKNTE/IBHOCTU }KN3HU cocTaBnseT 57 mecaues [1].

B Hawem HabnwaeHun AAUTENbHOCTb 3abosieBaHMA C MOMEHTA
KAMHNYECKon MmaHudectaumm (cMHApPOM KapnanbHOro KaHana) Ao
NeTasbHOro ucxoaa cocrasunaa 43 mecaua.

1.Berk J.L., Keane J., Seldin D.C., et al. Persistent pleural effusions in AL amyloidosis: Etiology and prognosis. DOI: 10.1378/Chest 124(3):969-77,
2003



ObcykaeHune

° HECMOTpFI Ha TO, 4YTO TuUNmMpoBaHme aMnaomnaa HeE

BbIMOJIHAIOCb, MOXHO C AOCTaTOMHOW onpeaeneHHOCTbo
BbiCKa3aTbcAa B noab3ly ATTR — ammnounpgosa (B gebrote -
CUHOPOM Kapna/ZibHOro KaHana, AOMUHUpPYOLLee
nopa*keHne MUOKapada Npu no3gHem nopaKeHUU MNOoYeK,
XapaktepHaa ana ATTR — amumnomposa  AAUTENbHOCTb
3ab601€eBaHMA C MOMEHTA KAMHUYECKOU MmaHudectaumm Ao
NIeTa/IbHOro mncxoaa, coctasmswan 43 mecaua (npu AL-A —

12 mec.).
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TpyAHOCTU AMATHOCTUKMU

TUNnMyHbIe NPU3HaKNn amuaonaosa
cepaua

* HusKosonbTaxkHaa IKI
e IXO KrI: pecTtpuUKTMBHbBIN TN KM
* XapaKTepHoOe cBeyeHune

e Jlioboe HeACHOe nopaXKeHue
MUOKapaa C YTO/ILLLEHNEM ero
CTEHOK

* CUCTEMHOCTb NOPaXKeHuA C
BOB/1IeYEHNEM NOYEK

OcobeHHOCTU nopa)XeHuA cepala B
npeAacTaBAeHHOM Cayyae

OTcyTCcTBYET Becb nepuog, HabnogeHus

NMo3pHee noasneHue

NMo3pHee noasneHue

No3gHee noAaBneHMe yTO/IWEHNA CTEHOK
MWOKapAaa

NMNo3aHue NprU3HaKmM CUCTEMHOCTU

NaToNO0IMMn, OTCYyTCTBUE aMUTONO03a NOYEK -



CoBpemeHHble BO3MOXHOCTU ANArHOCTUKU
amMmuaounposa cepaua

* Bknag IxoKI B AMArHOCTUKY U OLUEHKY NPOrHo3a aMmnaonao3a cepaLa
3HAYUTENbHO BO3POC C NOAB/IEHMEM BbICOKOUHDOPMATUBHDLIX PEKMMOB
TKaHeBOM gonnsiepomeTpuu (strain, strainrate n speckle-tracking),
KOTOpble B OTEYECTBEHHOW INTEPATYpE NPUHATO 0603Ha4aTb
TepMUHamn «aedopmaumsa», «KCKOPOoCcTb AedbopMaLumn» 1
«OTC/NIeXKMBaAHUE NATHA» cooTBeTcTBEHHO [1]. Ucnonb3oBaHMe meTo408B
strain u strainrate  AeMOHCTPUPYET, YTO HECMOTPA Ha AOMUHUPOBAHUE
ANACTO/INYECKON cepaevyHON HeJOoCTaTOYHOCTU NPU aMUIOUAHOU
KapAMoOMMONaTumn n A0BONbLHO NO3AHeEe CHUXeHMne dpaKkumnm Bblbpoca
JIK, cambiM paHHUM NPU3HAKOM BOB/1IeYEeHUA cepaLa ABNAeTCA
CHUXXeHne rnobanbHOW NpoaosibHOM Aedopmaumn.

1.Pamees B.B., MacHukos P.I1., BuHorpagos .M. u gp. Cuctemubin ATTR-ammnnonaos, peakaa ¢opma nopakKeHna BHYTPEHHUX OPraHoB.
PaunoHanbHas ¢papmaKkoTepanus B Kapamonornm 2019;15(3):349-58.



CoBpemeHHana AMarHoOCTUKa amuaounaosa cepaua: dasa noaospeHus
TOJILLMUHA CTEHKU N1EBOrO Xenyaouka > 12 mm npu ogHOBpEeMEHHOM NPUCYTCTBUM
«KpacHbIX PAXKKOB»

T

3KCTpaKapauanbHble NpUsHaku KapAuaabHble NPU3HaKu

*  no/sMHelponaTms, * XCH c HenponopuMOHaNbHO BbICOKUM
bunatepasbHbIN yposHem NT-proBNP
CUHAPOM KapnanbHOro * HeobbACHMMaAA NPaBOCTOPOHHAA cepAeYHan
KaHana HeAO0CTAaTOYHOCTb NPU COXPaHEHHOW PYHKL MM

*  aBTOHOMHasA ANChHYHKLUMA }KeNyA04YKOB N KNanaHoB

*  MaKporIoccus *  nauonaTny4ecKknm nepuKkapamanbHbiv BbINOT

*  KOXHble KpOBOMOATEKM * CTOWMKOE NOoBblLWEeHMNE TPOMOHNHOB

* NPOTEMHYPUs, NOYEYHas * HenponopuMoHasbHO HU3KNK BoabTax QRS

He0CTaTOYHOCTD UIN paHHEeE HapyweHne nposoanMocCTun.
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da3a ycTaHOB/IEHUA TOYHOTO AMarHo3a 6asupyerca Ha
obHapyXeHuUU AnarHocTMYeCcKuxX Kputepues ammaonaosa.

NHBa3uBHbIE ANArHOCTUYECKHne Kputepuu (0bHapyrKeHue
aMUNoOUAHbIX GUbpPUNAN B CepaevYHOM TKaHU WAN BHEKapauasibHOe
obHapy)KeHne amuionaa NP HaaNYUKM XapaKTEPHbIX MPU3HAKOB MNpPU
IXoKI UaM MarHUTHO-pe30HaHCHOW Tomorpadum cepaua) NPMMeEHUMbI
Ko Bcem popmam cepaeyHoro ammnounaosa

HeunHBa3nBHble KpuUtepumn npmuHATbl Tonbko ana ATTR [1]. MarHutHo-
pe30HaHCHaA Tomorpaduma cepaua € OTCPOYEHHbIM BHYTPUBEHHbLIM
KOHTPAacCTUpPOBaHUEM ragoamHuem no3sonsetr y 47% nauneHTosB
ANArHOCTUPOBATb aMMAOMAO03 C BOB/AEYEHMEM cepaua Aaxke npu
HOPMa/IbHOM TOANLLLIMHE CTEHOK MMOKapaa [2].

1.Garcia-Pavia P., Rapezzi C., Adler Y., et al. Diagnosis and treatment of cardiac amyloidosis: a position statement of the ESC Working Group on Myocardialand Pericardial Diseases. European Heart Journal.
2021;42(16):1554-1568. DOIl:org/10.1093/eurheartj/ehab072

2.Falk R., Alexander K., Liao R., et al. AL (Light-Chain) Cardiac Amyloidosis: A Review of Diagnosis and Therapy. ] Am Coll Cardiol. 2016;20;68(12):1323-41.



da3a ycTaHOB/IEHUA TOYHOTO AMArHo3a: obHapy»KeHue
ANArHOCTUYECKUX KpUTepmes ammuaonaosa.

e InA AMArHOCTUKM amunomaosa cepaua PEKOMEHA0BAHO
MCNONIb30BaHNE cCUUHTUrpadum ¢ 99mTc-nnpodocpatom u
99mTc-3,3-andocdoHo-1,2-nponaHOANKAPOOHOBON  KUCNOTOMN.
MHTEHCMBHOE HaKonaeHue pPaauMoaKTUBHOrO npenapata B
MWOKapAe B COYEeTaHUM C YTo/WEHMEeM MUOKApAA HEeACHOWU
3TUONOMMUU YKa3blBaeT Ha BbICOKO BepoATHbIN ATTR-amunionnos
ec/In Yy NaumeHTa UCKAtoYeH amnarHos AL-ammnnounao3sa [1].

 ANITOPUTM  AUNATHOCTUKM TaK)Ke BKA4YaeT B cebHd
COOTBETCTBYIOLLLEE TUNMUPOBAHUE aMMUAOUAA, YTO OYEHb BaXKHO
ANs onpeaeneHmna cneunPuyeckoro nevyeHus.

1./lbiceHko (Ko3noBsckas) /1.B., Pamees B.B., Mowucees C.B. n gp. KaimHnyeckme pekomeHaaumm no AnarHocTmKke u
NIEYEHUIO CUCTEMHOIO amumnounaosa. Knun ¢apmakon tep 2020;29(1):13-24



3aKn4yYeHue

 AKTYaNIbHOCTb npobnembl amunaomnposa B HacTosAwee Bpems
3aK/1l0YaeTca B NepBylO oyepeab B ero paHHeUW AUWArHOCTUKe,
NOCKO/IbKY TOJIbKO NMPU TaKOM YCZIOBUM MOXKHO PaCCYMTbIBATb HaA
3pPeKT HOBbIX MeToA0B NevyeHUA. BHeapeHne B KAMHUYECKYIO
NPaKTUKY bopTtezomunba npuUBeno K VBEJIMYEHMUIO
NPOAO/IKUTENbHOCTU XU3HU npu AlL-amunompose. [lpumeHeHue
npenapaTta Tapammanc B KomnnekcHon tepannm XCH npu ATTR-
aMmunnounaose, BepoATHO, TaK*Ke No3BOIUT NMOBAMUATb Ha NPOrHO3.

* [lpeacrtaBneHHOe KAMHUYEecKoe HabnioaeHne AeMOoHCTpupyer
HeobxoaMMoOCTb B HesiCHbIX caydaax XCH 6onee AMHaAMU4YHOro
IXO—-KI' n nabopaTtopHoro KoHTpons (NT-proBNP), ncnonb3soBaHue
COBpeMeHHbIX MeTo40B BM3yannsaumm mmokKapaa.



bnarogapum 3a BHUMaHue!



