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AMuionnos

1854r, P.Bupxos- TepMUH «amumriong»

[pynnoBoe NOHATUE: OTIIOXKEHME BHEKITETOYHOIO
BELLECTBA, COCTOSILLErNO N3 cyobeanHUL, pasnmnyHbIX
GenkoB ¢ HN3KOM MONeKynapHomn maccom ( 5 -25 kD)

BHekneToyHoe HakonneHue 6enkoBonogobHoro
BELLECTBA, OKpaLUMBaOLLLEroCs 3eeHbIM Npu
NONSPU3YOLLEMCH OCBELLEHUM Nocne okpackn KoHro
KpacHbIMm

N3BecTHO 25 GernkoB-npealecTBEHHUKOB amurionaa y
YyerioBeka n 8 6enkoB-npeaweCcTBEHHUKOB Y XXNUBOTHbIX

PasnnyHble 3aboneBaHnst U pasfiMYHbIv MPOrHO3




AL

ATTR

AA

«CeHUnNbHLI
7
amMmunounpos»

Jlerkue uenu 30-50%
NMMYHOTI00yNMHOB
MyTaHTHbIN OTaenbHble 40-50 net
TPaAHCTUPETUH doopMbI 4O
Q9
SAA, 6ernok KnunHnyeckn
BOocnasrieHus HEe 3Ha4YMMO
HopmarnbHbIn 100% > 70 net

TPaHCTUPETUH

Yawe > 60 net

MwnenomonoanobHoe
3aborneBaHue nnm
Muenoma (10-30%).
[1rioxon NporHo3
MenuaHa — 6 mec.

AyTOCOMHO-
OOMUHaHTHOE
HacregoBaHue

OcrnoxHeHune
XPOHMNYECKNX
BOCMNanUTEnNbHbIX
3aboneBaHumn

[MpenmyLiecTBeHHO
NOXWIble MY>XYMHbI.
MepaneHHoe pa3BuTtme
(7net n bonee)



[larimeHT HA IIpUeMe KapJuoJIora

¢ AL-amMumnoungos * ATTR

bbicTpoe nporpeccunpoBaHmne XCH ¢ coxpaHeHHon PBJIDK, yalwe Ha dooHe
CUHYCOBOIO puTMa

PecTpuktnBHasa (MHpuneTpatuBHasa) kapguommonatnsa no gaHHbim IXO-KI
n MPT

[MepcucTumpytoLLee NoBbILLEHME YPOBHSA TPOMOHMHA B KPOBMU
3HaunTeNbHOE NoBbIeHne NT-proBNP
BHecepaeyHble nposaBneHns

Tepanua addeKkTBHA Ha paHHUX CTaanAX HapyLleHnsa npoBoaMMOCTH

cxon B TedeHne 6 mec Mcxon B TedeHue 2.5-3.6

ner



Itnonorug AL-amuiaonnosa

» OcnoXxHeHne mmenomMmHown oonesHn B 10-30%

* Pegkoe ocroXxHeHne MakpornobynmHemumm
BanbaoeHcTpema unu HEXOOXKCKUHCKNUX NUMEOM

- Yalle — nnasmokneTovYHas guckpasus, He noaxoasilas
noAd KpUTepUnN MUENoMbl




OprasHbI€ TTOPAKEHUA [TPU
aMUJION103€

* [1o4kn - 60%

- Cepaue - 50%

» [enaTtomeranus - 30%

* [Nepudpepunyeckas HenponaTns (TOHHENBLHE

CUHOPOM) UK aBTOHOMHas HemponaTus

(opTocTaTnyeckas runoteH3nd) — 20%

* Makpornoccus — 14%

* [lepuopbutaneHasa nypynypa — 11%

* [NopakeHne nneyeBoro cycrtaesa - 15%

* [NopaxeHune XXKT

* [loBbILLIEHHAs KPOBOTOYMBOCTb
(abcopbuua X pakTopa ammionaom)



Ilopaxxenue cepana mpu AL-
AMUJIONU103€

* PeCTpuUKTMBHAaA KapanomMmmonaTus

- BropnyHas cteHokapaums

* TpomMbO0O3 neBoro npeacepansa (4acto — o pasBuUTuUS
donbpunnaunm npegcepann)

* TpoM0bO3 XXenyago4koB

* [NopaxeHune knanaHHoOro annaparta

* BbINOT B nonocTtu nepukapga

» HapyweHuns npoBogMMocCTH

- XKenygo4ykoBble apuUTMuUmn




Nsmenenus Ha DKI

* HN3knn BonbTaX B CTaHOAPTHLIX OTBEAEHUAX

PaHHMW npu3Hak, BbigBnaeTca y 50%

* [1Ipyrne nameHeHus:
AB-6nokapga 1 cteneHu (21%)
Punbpunnaums unn TpenetaHne npeacepammn (20%)

Hecneuudunyeckne HapyLleHus
BHYTPMXenya04KkoBOW MPOBOAUMOCTHU (16%)

XKT (5%)
AB-6nokapa 2-3 cteneHu (3%)
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Axokapauorpaduyeckme U3aMeHeHUs Npu amunonnose

cepaua

(=)

Small, thick-walled
ventricles with
normal systolic
function

TTR-jet
velocity

Abnormal
diastolic
function

» 3HaunTenbHasa gunarauma npeacepani.

» HebonbLwom nnm HopmarnbHbIN 06LEM
KenyaoykoB

*He3HauuTenobHas unm ymepeHHas
rmnepTpodns CTEHOK XKeNnya04vKoB

* JleroyHasi rmunepteH3us

» [lnnataums BepxXHEN U HUXKHEW MOJIbIX,
NeYeHOYHbIX U NIeroYvHbIX BeH. Mimetownm
MECTO B HOPME MHCMMPAaTOPHLIN Kosnanc
HUXXHEW NOMNOWN BEHbI MOXET ObITb PE3KO
CHWXXEH U1 OTCYTCTBOBATb

*CHW)KEHME CKOPOCTEN MNOTOKA B NEYEHOYH
BeHax Ha BOOXe 1 peBepcus guacrtonmyec
NOTOKAa Ha BOOXe, XapaKTepHble TOMbKO A1
PKMTI

* PECTPUKTMBHbIN TUM HapYyLUEHUS
avacTonnyeckon oyHKLMK NIeBOro Xenyaodka
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OTtHo1ieHue BojabTaxa JDKI &
Macce MHOKapaa

* B otnnyuum ot runeptpocpum JIXX npu

amunounaose yTosileHue CTeHOK accoumMmMpoBaHoO
CO CHMXXeHuem BonbTtaxa Ha KT

* KombunHauua yBennyeHmns macchbl XXenyaoyukoB co
CHMXXeHnem BorbTaxa Ha OKI yHuKkanbHa ans
NHOUNLTPATUBHOW KapauoMuonaTuu.

« CoyeTaHne HM3Koro BonbeTaxka n tonwmHel MXXI1 >

1,98 CM = aMunonagos ¢ YyBCTBUTENbHOCTbIO 72% W
cneundpuyHoCTbIo 91%




MP'T cepana

* AMmnnoungHasa MHUNeTpauma yeenminsaeT
MEXKNeToYHOEe NPOCTPaHCTBO U 3a4epPXXUBaEeT ragofiMHnm

» OcHOBHOW BapuaHT — rnobanbHoe cybaHOoKapauanbHoe
OTCPOYEHHOE ycuneHne n3odpakeHus

* Hanbonee 4yyBCTBUTENLHLIN METOA BU3yanusauum




[TartmenTka O.B., 69 jnert

Im: 1/20

Se: 7
29.08.1947 F

LRC

1

heart~localizer
tf2d13_radial_retro

R 817 +/- 2; 14 heartbeats

- ES: 1.5
WL: 349 WWgeglt [D] TR: 36.3TE: 1.4
T: 5.0mm L: Sgﬂﬁr' — L — 26.07.2017 10:33:52




[TartmenTka O.B., 69 jnert

KoHdourypauua cepaua no peCcTpukTmBHoMy Tuny: aunnatauusa nonoctu Jill,
[ri

CummeTpuyHas rmneptpodpuma mmokapaa JIK
[NepukapagmanbHbIv, NreBpanbHbIN BbINOT
Tpomb03 npaBoro npeacepans




[TartmenTka O.B., 69 jnert

Im: 1/25

Se: 24
29.08.1947 F

LRC

1

} heart~localizer
tf2d22 retro_iPAT_10slices
RR %5 +/- 2; 5 heartbeats

FS: 1.5
WL: 380 WW: 859 [D] TR: 60.1 TE: 1.2
T: 8.0mm L: 89.1mm IS 26.07.2017 10:54:00




[TartmenTka O.B., 69 jnert

* LlnpkynapHoe cybaHOo-/MHTpaMuokapananbHOe HakomnseHne KoHTpacTa
« KoHTpacTupoBaHue CTEHOK npeacepanm
« XapakTepHo and amunonaosa

DTN, .0 A TN S




Kpurepuu quaraosa AL-
aMUJIOU 1034

* [NopaxeHune opraHoB-MULLEHEN (CepaLe, MOYKN,
nepudepunveckaqa HepeHasa cuctema, XKT, neyeHnb)

* [NonoxutenbHas OKpacCKa Ha aMurion

(MoAKOXHbIN XNP (4 88%, C 97%), KOCTHbIN MO3T (4 80%),
Broncusa NopaKeHHOro opraHa)

* [NoaTBepxaeHne cBA3n amunonga c nerkuMm Luenamm
(UI'X, cekBeHMpoBaHue)

* Hann4ymne MOHOKNOHarbHOM CeKpeuum ueneun
UMMYHOIMoOyrMHOB




Jlmarnoctuka AL-amuiaonmosa

» InekTpodopes 6enkos KpoBu. HyBCTBUTENBLHOCTb =70%

* OnpepgeneHne cBob6OaHbIX NErkux Lenen.
YyBCTBUTENBLHOCTL >90%

» CoveTaHne nMMyHoaneTpodopesa DEeikoB KPOBU U MOYMH,
a Takxke onpegeneHne cBobogHbIX NTIErkKMUX Lenen.
UyBCTBUTENBHOCTL >99% S

Michelle M. Kittleson. Circulation. Cardiac Amyloidosis: Evolvin
Diagnosis and Management: A Scientific Statement From the
American Heart Association, Volume: 142, Issue: 1, Pages: e7-
DOI: (10.1161/CIR.0000000000000792)




NaunenTka C, 75

JTIERTPOJPopeTIriecKoe HCCTIeJOBAHHE §e/IKOB CHIBOPOTKH KPOBH

netr G

Benkorele dpaxuun % Hopwma %

A 6yMuH 47.7-- 55.8 66.1

T'noSynuuel:

amda 1 4. 29 49

ambda 2 9.1 7.1 11.8

dera 8.5 7.9 13.7

raMma 30.7+++ [11.1 188

Kommentapun : M-rpamuenr B y2 -30He odpazoBad napanporensHom GA u coctasmger 29.7 % ot obmero fenka
CBIBOPOTKH KpoBH HiH 24.7 1/

KomriecTBeHHO e HCCIeJ0BAHHE 0eIKOB C BIBOPOTKH KPOBH:

TTokazarems | 3nauenn¢ Hopma En. u3MepeHHs Meton

Q6mmi 6emok | 83 65-85 /1 OHYPETOBBIH

IcG 511 95-235 ME/Mn PIIT

IgA 18 55-250 ME/ M PILT

IeM 29 60-405 ME/Mn PIIT

NIeG 20 95-235 ME/Mn PILT

KPHOINIOOYIHHbIHET HeT HHKy6anug mpu t +4 rpagyca C
b2-m 11.2 < 24 MI/11 HedemomeTpus

CPB 5.7 < 6.0 MI/J1 HedemoMeTpHA

w- CTIT 11.2 3.3-194 | mr/n non-competitive NIPIA "Freelite"
A- CIOT 1670 5,7-26,3 | mr/m non-competitive NIPIA "Freelite"
A -CIIT 0.006 0,26 - 1,65 non-competitive NIPIA "Freelite"

"IIIeRTPO POPETIrIeCKOe HCCIIeTOBAHIIE §€/IKOB KOHIEHTPI] OBAHHOIT MOIIL
Cnenpr amsoymuHa. Benok Benc-/[koHca He BBIABIIEH, B TOM YHCJIE B HMMYHO(DHKCAIIHH.

ZakxoaeHme : NMoHokmoHambHaA cekpennss GA (24.7 r/m). Cekpeuns 6enka Beuc- >koHca A - 1670 MIr/11 CBIBOPOTKH
(meroxn Freelite). Bropuuseni #HMMmyHoXOedHuur. IloppmileHO comep kaHHe [S2 - MHKpOrIoOynHHA, nokazares CPB B
npeneaax HOPMBL



[TartmenTka C, 75 met
TpenanoOnoncus:

TpenaHo6nonTaT KOCTHOro Mo3ra Gonbuwoit no 06bemy. KocTHble 6ankm ¢ npusHakamy o4aroBow
pe3op6umn. B LUMPOKMX KOCTHOMO3IOBbLIX NONOCTAX ONpefensAeTca KOCTHbIA MO3r MOBbIWEHHO
KMeTOYHOCTH (OTHOCUTENbLHO BO3PacTHOW HOpMbI). UHTepCTUUMANbLHO Pa3pPO3HEHHO U B BUAE MacCNBHbIX
CKOMMEHUN, pacnonoXeHHbIX, B TOM Yncne, napaTpabekynsapHo, onpeaenstoTca nna3MaTuyieckne Knevky,
4acTb U3 KOTOPbIX C Heapenow MoptONOruen; NPUCYTCTBYHOT MHOrOYUCTIeHHbIe 6enkoBbie PNOKKYNATLI.
FpaHynoLMTapHbIN POCTOK CyXeH, NPeACTaBneH AMeMeHTaMn Pa3HOil CTeneHun 3penocTu. IpUTPOUAHLINA
POCTOK OTHOCUTENbLHO pacliupeH, NpeAcTaBneH 3IPUTPOKapUOLMTaMu C HEPE3KO BbipaKeHHbIMHU
Mop¢ONOrMyecKuMn NPU3HaKamu An3apuTpnoasa. MerakapuouuTbl B YMEPEHHOM konuiecTse,
NPeUMYLLECTBEHHO HEBONbWNX Pa3Mepos ¢ runonoGynsapHbLIMUA AAPaMHU, BUGHLI MUKPO]OpPMbI.
WHTepcTMUMANLHO paccesiHbl Menkue numbonaHble knetku. CTpoma oTelHa, ¢ MUKporemMopparusamu.
CTeHKU COCYAOB YTONIEHbI 3a CYeT OTMNOXEHWUA HEOAHOPOAHBLIX 303UHOGUNBbHBIX Macc.

Mpw rucToxuMmuyeckoi okpacke KOHro kpacHbIM € nocneaylowmnm uccneaoBaHneM B NoNApU3OBaHHOM
CBeTe B CTEHKAaX COCY/I0B ONpeAensioTcs KOHrodUnbHbIe Aeno3nThbl ¢ 3thcheKToM ABOWHOrO
nyyenpenoMneHus B NoNspu3oBaHHOM cBeTe.

3aknioueHne. B KocTHOM Moare mopdonoruyeckas KapTuHa xapakTepuayet cyberpar MHOXECTBEHHOW

MMWENoOMbI M NepuBacKynaApHbIA aMUNonaos %yqerom FMCTOXMMUYECKOro UCCrefoBaHus).
A
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I IpornocTrueckas mkasia
(revised Mayo).

1-6ann:
» TponoHuH T > 0,025 100
Hr/On
* NT-proBNP > 18000 nr/mn 80+

* Jlerkve uenu > 18 mr/an

5-NeTHAA Bbl’)KUBAEMOCTb
* 1 ctaguna - 59%,

Overall Survival
(proportion)

== Stage 1
* 2 cragusa - 42%, 20 - StageZ .
- 3 cTagus - 20%, e
== Stage
* 4 ctaguna - 14%, ' ; : - T
0 12 24 36 48 60

Follow-Up From Diagnosis (months)

[porHo3 yny4aeTcs npy JOCTUXEHUM reMaTonorMyeckoro oteeTa Yepes 3 Mec
Tepanuu
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Bo3MoXxHbIn ammnonaos no agaHHbiM IXO-KI'/MPT
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L —

JTaBopaTtopHoe obcnenoBaHue:

NT-proBNP, TponoHuH T, anektpodpes 6enkoB KpOBM 1 MOYM C
nMMyHodoMKcaumen, onpeaeneHne cogepxaHns cBoO6oAHbIX NErKnx

—

\

=

[Tpn3HaKkM Na3mMo-KIeToMHOU AUCKPa3nmn?

—w

CuuHTUrpadus c nvﬂoocboccpaTom
TexHeuma 99 n onpegeneHne 3axeara

Buoncma kocTHoro moara + 6uoncu
MWoKapaa/apyrux TkaHeun

 —ll—MWNOKap A0 M~ o I —
HeT unn BbisBneHo NI'X roBoput o
crnenoBoe HaKomnneHne HanM4UK Nerknx AbMMBaNEHTH
Hau " uie —=—  enei n oTpuLaET pesynerarsbl
OnpepnenexHve
AmMnnonaos P Hann4ne \
MyTauum ATTR TPaHCTUpEeTMHA acc-
MarioBEPOATEH. R
y B 1€N03nTax CNeKTpoOMeTpu
[Mpun BbICOKOW NA
KIMMHUYECKOM . "
BEPOATHOCTU- ATTRAO ATTRM -amunonaos
buoncus
Falk, R.H. et al. ] Am Coll Cardiol. 2016;68(12)

MMNoKan/ia




Cuuaturpadusa ¢ nupodocharoM
texHeuusd 99 npu ATTP-

ATTR AL

] ’

\ R/

-99m PYP SPECT Tc-99m PYP-SPECT




Cuunturpadus ¢ nupodocharoM TEXHELUS
1d BeIABIIeHUA AT TR-amunonmnosa

Planar sl}&;-’(;

i

Grade 0 Grade 1 Grade 2 Grade 3




ATTR -amunonnos

* AKKymMynsiums npe-anbbyMmmnHa (nepeHocHuK TMPOKCUHA
n 6ernka, cBA3bIBaOLLEro PETUHON)

- HacnegctBeHHble, ayTOCOMHO-A0OMUHAHTHbIE OPMBbI
(TTR Val122lle v np.)

» TUM (CEeHUnNbHbIe POPMbI)
* 16% NayMeHToB C AgereHepaTtuBHbIM CTeHO30M AK
< 13-17% naumneHtoB ¢ XCH c coxpaHHom OBJTK

KaHana, CTeHo3a NO3BOHOYHOro KaHana, paspbiB
CYXOXUNuIA buLienca, BereTaTMBHas U CeHCOpHas
HenponaTus

* TMXKTT 6onee 14 mm npn 3XO-KI
* CHMxXeHue Bonbrtaxa Ha IKI < 40% naymneHToB

Michelle M. Kittleson. Circulation. Cardiac Amyloidosis: Evolvin
Diagnosis and Management: A Scientific Statement From the
American Heart Association, Volume: 142, Issue: 1, Pages: e7-
DOI: (10.1161/CIR.0000000000000792)




CragupoBanue ATTR ammnoungosa
(Mayo)

* TpornoHwH T > 0,05 Hr/mn — 1 6ann
* NT-proBNP > 3000 [r/mn

*1 ctagma — 0 6bannoB — MeanaHa 66 Mec
*2 cTagusa — 1 6ann — meamnaHa 40 mec
*3 cTagua — 2 banna — meanaHa 20 mec




Iloaxoapl K Tepaniu aMuiI0Mu103a C
IIOpaXCHUEM CepaLa

» Cneuymdunyeckas Tepanms

- KapgmoTponHaa Tepanus




Tepanusa AL-amunoungosa c
[IOPAXKEHUEM CEpILia

MenuaHa BbIXXMBAaeMOCTH Npn eCTeCTBEHHOM TEYEHUN < 6
MeC

TpagnumnorHHas Tepanua MEJIOATIAH+TTPEOHN3O0J10H He
BINUSAET Ha BbIKMBAEMOCTb NpuM NopaxkeHun cepgua

lequueHme BbI>)KUBAE€MOCTU MNMPU NCMNOoJib30OBaAHNUN CXEM
Tepanmnmn MMesfiomMbl C BKITKOMEHUEM I/IHI'I/I6VITOpOB NnpoTeacom

TpaHcnnaHTauusa KOCTHOro Mo3ra

TpaHcnnaHTaumsa cepaua n KOCTHOro Mo3ra




MendanaH+
AeKcamMeTa3oH+
neHanugomupg,

BopTte3omunob+/-
AeKcamMeTa3oH

BopTte3zomunob

LUuknococdcaH +
GopTte3omMub+
AeKcaMeTa3oH

2010

2010

2011

2012

94

33

43

71

66

81

80% 4epes 2
rona

76% 4epes roa

80% Yyepes roq

97% Yepes 2
roga



bopre3ommnO+ JlekcameTa3oH +
ATKAJIAPYIOIIUNA areHT

N=106
100 — —— BDex + AA
— = Qther regimens
—== No treatment
80—
L 60—
E .
2
3 40+ SR
T s c— c— — — -L[__.
20 =
0 log-rank p <0.001

I I | I
0 1 2 C!

Analysis Time (Years)

Sperry, B.W. et al. ] Am Coll Cardiol. 2016;67(25):2



Kpurepuu oTBETa HA TEPAIIUIO

« CHMXeHMe cekpeLmmn Nerkux Lenemn n Hopmanusaums
OTHOLLEeHWda Kanna/namoaa

* CHmKeHne NT-proBNP Ha 30%
* YBennyeHne PBJIK Ha 20%

* CHMXeHne pyHKunoHanbHoro knacca XCH Ha 2




Teparus nmopaxeHus cepaia npu aMuiIou103€

BasogunataTtopsl, B.T.4. MATT® «He paboTatoT» 1 Bbi3bIBatOT eLle 60MbLIY TMNOTOHUIO
+ KpanHe nnoxada nepeHocumocTb beTa-6nokaTtopos
+ [lpenapar ansg KoHTposns YacTtoTsl npu PI1 - ammopapoH

* Y3Kuun gnanasoH npuMeHeHnsa anypeTukoB («maneHbkum JIXK» - uKcnMpoBaHHbIN yOapHbIn
obbem)

+ Kymynsums gurokcuHa B amunonae

* BoamoxHOCTb TpoMb03a npeacepamm Ha CUHYCOBOM PUTME Vs.
NOBbILEHHAsA KPOBOTOYNBOCTb

[MNOTOHUSA — HE0BXOAMMOCTb NPUMEHEHUS MMOoAPUHA 1 PNyapPOKOPTU30HA

«MocT» K OXnaaHU reMaTosiorm4eckoro oTeeTa

BOonbLUMHCTBO NALMEHTOB BbISBMNATCA Ha 3 CTaaum, He «yCneBatoT» A0XAaTbCA OTBETa Ha
Tepanuio




JIOKCUIIMKIIMH npu AL-aMuIIou10U
KapauoMuomnaTuu (n=76)

1.0 4

Survival

0.2

Dexycyeine (stage W) NT-proBNP < 8500 Hr/MJT

Daxycycline (stage Ib)

00

| g

1 Control (Stage 1)

—

10

1] . 1] 4
20 W 40 50 (4]
Months

Blood Cancer Journal volume 7, pagee546(2017)




[lonxonwl k 1euerauo ATTR-

aMUJION103a

NopaBneHue TTR | Ctabunusauusa
TTR

[lepecagka

neyYeHu Tagamuguc
OudpyHucan

«[nMywmTtens reHa»
(natucmpan/

MOTepceHi

3erneHbin Yaun
AG 10

PaspyweHue TTR

[1oKCUUMKNNH/
Ta-YOXK

MoHOKNoOHanbHbIE aHTUTENA

M
¥

l

2 =
‘.Q
;:\

dopmurpoBaHMe BONOKOH amunonaa ns TTR




IlomaBnenue renoB TTR

[MaTucupaH UHOoTepceH

* APPOLO *NEURO-TTR

» 3amearnexHmne » 3amenneHue
nporpeccupoBaHng nporpeccupoBaHng
HenponaTum HenponaTum

* CTabunusauus * CTabunusauus
yTonweHna MXKT1 yTonweHna MXKT1
» CTabunusauus * CTabunusauus
pocTa NT-proBNP pocTa NT-proBNP




Crabunu3aropsl TTR

OudnyHnsan Tadpammnguc
- 3ameaneHue * ATTR-ACT
nporpeccmpoBaHuA * CHUXEeHne CMePTHOCTU
HENpoOnaTun B TedyeHue 30 mecsueB
» [laHHbIE No Tepanun (29.5% vs 42.9%)
KM OTCYTCTBYHOT . 3aMeﬂneHme

CHWXXEHUS ANCTaHLNK
6-MUHYTHOM NPO6bI

- 3amenneHue
CHUMXEeHnda KadyecTBa
YXU3HU

* YBenunyeHume
KoJim4yecTBa
rocnutanusauyms npu

NYHA-




AMUIOU]I03 B IIPAKTHUKE
Kapauojora

* AL ATTR («MYTaHTHbIN» U « QUKUN»)

 bbicTpoe nporpeccuposaHme XCH c coxpaHeHHon ®BJIXK + HapyweHus
NPOBOANMOCTM

« OXO-KI' + MPT cepaua ans noareepXXaeHna MHQUIbTpaTUBHOM
KapanomMuonatum

« OnekTpogopes ¢ UMMYHOdMKcaLmen Benkos KPOBM N MOYU +
onpeaeneHne cBOBOAHbLIX NErKnX Lienemn B KPOBU - UCKMNIOYEHNE
NN1a3MOKNETOYHbIX ANCKPa3uK (= remartonor)

* CumHTurpadums c nmpodocgartom TexHeunst (ATTR)

* Nnoxas nepeHoCUMOCTb K OTCyTCTBME 3adhpekTa OT 6a3oBbIX NpenapaTos
(MAlN®, BancapTaH-cakyountpun, beta-donokaropsbl)

+ Cneuundumyeckas Tepanma adeKkTnBHA HA paHHUX CTaansaX




GLASBERGEN

“I’m the doctor who brings the cards. I’m a cardiologist.”




