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Transthyretin	amyloidosis	guidelines

Hereditary	transthyretin-mediated	amyloidosis	guidelines.

Arch	Neurol.	Systemic	monitoring	of	asymptomatic	carriers	should	be	consideredÃ	Âat	least	10	years	prior	to	the	predicted	age	at	disease	onset	[149,	150]	[IIa,	C].	Cardiovasc	Pathol.	Gillmore	JD,	Damy	T,	Fontana	M,	Hutchinson	M,	Lachmann	HJ,	Martinez-Naharro	AÃ	ÂA	new	staging	system	for	cardiac	transthyretin	amyloidosis.
2019Ã	ÂNov;25(11):854¢ÃÂÂ65.	Cardiological	follow-upÃ	Âshould	be	considered	every	3¢ÃÂÂ6Ã	Âmonths,	including	clinical	and	laboratory	evaluation	(NT-proBNP,	troponin	T,	creatinine,	proteinuria,	albuminuria),	and	a	comprehensive	evaluation	including	ECG,	24-hour	ECG,	TTE	every	6¢ÃÂÂ12	months,	ergometry,	depending	on	disease	severity
and	treatmentÃ	Â[IIa,	C].	In	bothÃ	Âwild-type	ATTR	amyloidosisÃ	Â(ATTRwt),	formerly	known	as	"senile"	systemic	amyloidosis,	and	in	the	hereditary	form,	known	as	variant	ATTR	amyloidosis	(ATTRv),	the	disease	is	a	consequence	of	transthyretin	tetramer	dissociation	into	folded	monomers,	which	then	undergo	conformational	changes,	leading	to	the
formation	of	non-native	oligomers	and	amyloid	fibrils	[11].	2014Ã	ÂMar;21(1):35¢ÃÂÂ44.	Echocardiography	Echocardiography	is	the	most	important	tool	for	the	diagnosis	of	cardiac	amyloidosis.	Marcoux	J,	Mangione	PP,	Porcari	R,	Degiacomi	MT,	Verona	G,	Taylor	GWÃ	ÂA	novel	mechano-enzymatic	cleavage	mechanism	underlies	transthyretin
amyloidogenesis.	2016Ã	ÂJun;133(24):2404¢ÃÂÂ12.	Nat	Rev	Dis	Primers.	Nat	Rev	Neurol.	Coelho	T,	et	al.	PubMed	1526-632X	40.	A	detailed	family	history	for	ATTRv	must	be	obtained,	and	any	severe	neuropathy	of	a	family	member,	especially	when	leading	to	death	within	a	few	years	of	symptom	onset,	should	raise	suspicion	for	ATTRv	[43,	44].
Tafamidis	Tafamidis	meglumine,	an	analogue	of	thyroxine,	can	stabilise	both	wild-type	and	fibrillogenic	variants	of	TTR,	inhibiting	tetramer	dissociation,	which	is	the	rate-limiting	step	in	the	amyloidogenic	process	[84].	Pubmed	2227-9059	43.	PubMed	0785-3890	16.	Delays	in	the	diagnosis	of	thrown	amyloidase	remain	common,	provable	â	€	â	€	45	ml
/	min	/	1.73	m2),	with	normal	platelet	function	and	counting,	without	volume	overload	and	without	recent	hemodynamic	instability.	Algalarrondo	V,	Antonini	T,	Them	Audin	M,	Chemla	D,	Benmalek	A,	Castaing	D	osculation	of	death	analysis	and	temporal	trends	in	survival	After	transplantation	of	a	bitch	for	familiar	amiloid	polyneopathy	of	the
transthometer.	pubmed	1759-4766	4.	pubmed	1534-6293	44.	2021	January;	77	(2):	128	~	Long-term	patients	include:	progressive	ocular	damage	that	lead	to	glaucoma	and	visual	loss	and	manifestations	of	the	central	nervous	system	that	typically	consist	of	transister	(aunt)	ischemic	attack	episode	as	episodes,	Brain	vascular	or	convulsions	due	to
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odic¡Ã	,onairetcab	otnemicsercrepus	rop	rasiuqseP	PUBMED	1097-4598	62.	The	2016	International	Society	for	heart	lung	transplant	listing	criteria	for	heart	transplantation:	an	update	of	10	years.	years	old.	A	blood	test	should	include	at	least	complete	blood	count,	creatinine,	EGFR,	Bicycle	values,	including	alkaline	phosphatase,	Natriurother	type
N-Terminal	Pro-B	(NT-ProbNP),	Troponin	T,	Sao	Protein	Albumin,	protein,	protein,	protein,	protein,	serum	light	chains	and	serum	and	urine	protein	electrophoresis	with	immunoofix.	May	20145;	7	(5):	531	Ã	¢	â	€	"2.	TTR-FAP	STAGSYMPTOMSPOMSPOMSPNDSTAGE	0SEILMPOMSPNDSTAGE,	SYMPTOMS	IN	Lowest	Vitini	Sensory	Distances	(LL	/
UL),	Preserved	Walking	Hiking	Difficulties,	but	there	is	no	need	to	Aidstage	ioimoderated,	neuropathic	deterioration,	outpatient,	but	requires	a	rod	or	a	crutch	needed	to	walk	two	sticks	or	two	crutches	needed	to	walk	on	Iiisevere,	Bedrongden,	connected	to	the	wheelchair,	Generalized	weakness	confined	to	wheelchair	or	LL:	lower	limbs;	TTR-FAP:
Family	amyloid	polyneopathy	of	transateetrine;	UL:	Superior	SAN	members	recommends	treatment	with	diseases	that	modify	according	to	the	current	state	of	approval	of	drugs	in	Switzerland	[i,	b].	Sixty	years	of	transateetrine's	familiar	amyloid	polyneopathy	(TTR-FAP)	in	Europe:	Where	are	we	now?	].	Ros	Enblum	H,	Castano	A,	Alvarez	J,	Goldsmith
J,	Helmke	S,	Maurer	Ms.	Tafamidis	The	clinical	test	of	Phaseiii	AtTR-Act	evaluated	Tafamidis	20	mg	versus	tafamidis	80	mg	versus	placebo	in	wild	type	and	hereditary	cardiomyopathy	[95].	A	24-hour	ECG	must	be	recorded	every	6	-	12	months	for	the	screen	for	atrial	fibrillation	and	conducive	distance.	Patients	with	amyloidosis	attrr	and	finally	die	of
progressive	neuropathy,	amyloidase	cardiac	or	stroke	[92].	2018	ã,	oct;	9:	2382.	The	accrual	was	concluded	and	the	first	results	are	expected	in	mid-2022.	2014	set;	sona	sona	05	ed	sonem	moc	sesenopaj	e	seseugutrop	setneicap	atneserpa	etnemlareg	TESNO-DRAE	ETNEGIRTA	SSODIOLUTA	:M05V.P	oicÃni	od	oicÃnI	.21	¬â	3042E	:)9(	of	age,	with	a
peak	between	the	ages	of	25	and	35	years.	Amyloid	and	amyloidosis.	Richards	DB,	Cookson	LM,	Berges	AC,	Barton	SV,	Lane	T,	Ritter	JMÃ	ÂTherapeutic	Clearance	of	Amyloid	by	Antibodies	to	Serum	Amyloid	P	Component.	Classification	of	amyloidosis	by	laser	microdissection	and	mass	spectrometry-based	proteomic	analysis	in	clinical	biopsy
specimens.	El-Meanawy	A,	Mueller	C,	Iczkowski	KA.	PubMed	1558-3597	74.	Adams	D,	Lozeron	P,	Theaudin	M,	Mincheva	Z,	Cauquil	C,	Adam	C,	French	Network	for	FAP.	Am	J	Transplant.	Cortese	A,	Vegezzi	E,	Lozza	A,	Alfonsi	E,	Montini	A,	Moglia	AÃ	ÂDiagnostic	challenges	in	hereditary	transthyretin	amyloidosis	with	polyneuropathy:	avoiding
misdiagnosis	of	a	treatable	hereditary	neuropathy.	Most	of	these	patients	do	not	have	systemic	ATTR	amyloidosis	with	cardiac	and/or	neurological	involvement	at	the	time	of	surgery,	and	the	percentage	of	patients	who	will	eventually	progress	and	develop	systemic	ATTR	amyloidosis	is	not	yet	known.	PubMed	1460-2156	61.	PubMed	1520-4995	11.
TTR	gene	silencing	The	gene	silencing	strategy	halts	the	hepatic	production	of	TTR	either	by	means	of	RNA	interference	(RNAi)	or	with	antisense	oligonucleotides.	The	increasing	availability	of	effective	and	early	treatments	led	to	the	promotion	of	pre-symptomatic	testingÃ	Âfor	hereditary	TTR	amyloidosis	[52¢ÃÂÂ55]	(see	section	2.2.3).	Based	on
these	results,	tafamidis	free	acid	was	approved	by	the	FDA	and	EMA	for	the	treatment	of	cardiac	ATTRwt	amyloidosis	and	cardiac	ATTRv	amyloidosis	at	the	dose	61	mg/day,	according	to	bioequivalence	with	tafamidis	meglumine	80	mg	[97].	PubMed	1349-3299	122.	Ann	Neurol.	2014Ã	ÂSep;344(1-2):121¢ÃÂÂ8.	Hum	Mutat.	J	Transl	Med.	Park	H,	Oh
J,	Shim	G,	Cho	B,	Chang	Y,	Kim	SÃ	ÂIn	vivo	neuronal	gene	editing	via	CRISPR-Cas9	amphiphilic	Relieves	the	ficits	in	Alzheimer's	disease	mouse	models.	2016	Nov;	16	(1):	222.	Maurer	MS,	Bokhari	S,	Damy	T,	Dorbala	S,	Drachman	BM,	Consensus	Recommendations	Specialist	Fontana	M	MÃ	¢	Suspension	and	diagnosis	of	amyloidosis	transateetrine
cardiac.	The	overall	risk	of	large	complications	is	relatively	low	in	experienced	hands	(~	1%)	[113].	Waddington	Cruz	M,	Amass	L,	Keohane	D,	Schwartz	J,	Li	H,	Gundapaneni	B.	Tafamidis	is	administered	orally.	By	adjusting	the	antihypertensive	treatment,	the	clins	should	be	aware	that	the	channel	channel	blockers	(only	Verapamil	type)	may	cause
high-grade	card	blockers	and	beta-blockers	may	not	be	well	to	be	tolerated	(because	a	Volume	of	a	fixed	course	-	cardiac	production	depends	only	on	cardiac	frequency)	[141].	Features	of	atrial	fibrillation	in	amyloidosis	Wild	Type	transthiretine	cardiac:	a	systematic	review	and	clinical	experiment.	An	updated	list	of	all	identified	amyloidogenic
mutations	to	now	is	available	at	www.amyloidosmutations.com	[51].	A	standardized	ophthalmolic	evaluation	must	be	carried	out	every	1	Âμg	"2	years	[I,	C].	2017	February;	38	(2):	311	Ã	¢	€	8.	2019	Â®	APR;	32	(4):	295	Â	±	304.	2020	à	august;	77	(2):	198	Â	€	209.	2011	December;	24	(12):	1533	-	44.	pubmed	1522-9645	72.	The	smallest	toxicity	could
be	related	to	the	reduced	dose	of	diflunisal	administered	for	the	TTR	stabilization	,	which	is	lower	at	dose	indicated	as	an	anti-inflammatory	drug	[139].	Autonomic	function	can	be	evaluated	with	sympathetic	skin	response	and	R-R	interval.	pubmed	1533-4406	82.	pubmed	1546-1726	106.	At	amyloidosis	attrwt,	peripheral	rich	and	autonomic
manifestations	of	neuropathy	are	less	severe	than	in	amyloidosis	attrr	(Table	4).	PUBMED	1534-6080	89.	In	the	absence	of	monoclonal	gamopathy,	scintigraphy	using	ossic	radiographers	can	diagnose	with	precision	precision	DIOLYMA	LAILIMAF	FO	SISONMAID	EHT	ROF	YSPOIB	DNALG	YRAVILAS	RONIME	ED,	B	AIDRAG,	DM	ADIEMLA	ED,	B
Aidraug-Alled,	LD	OHLAVL	ED,	L	Illenizeb	Olem	Ed,	F	Odraude	AluAP	Ed.]	Ã	orttapnO,	narisitap	(iANR	dna	epytonehp	lacigoloruen	yliramirp	a	htiwÂ	Ã	sisodiolyma	vRTTA	tesno-ylrae	htiw	stneitap	rof	noitpo	tnemtaert	enil-dnoces	a	sa	deredisnoc	eb	dluohs	noitatnalpsnart	reviL	.gnigA	loiborueN.]	C,	I	[Â	Ã	ertnec	gnillesnuoc	citeneg	DeifitRec	a	HTIW
rehtegot	stsilaiceps	Sisodiolyma	yb	Detanidrooc	eb	dluohs	gnillesnuoc	citeneg	.56	9807-9161	Dembup	4-3104-810-95200S	/	7001.01	/	GRO.ID.XD	/	7001.01	/	GRO.ID.XD	/	7:	ptth	.04Â	"â	€	€	9205:)	33	(75	;	guAÂ	Ã	8102	.diolymA	.sesongaid	laitnereffid	tuo	elur	ot	yltsom,	yllanoisacco	ylno	demrofrep	si	yspoib	evren	laruS	.sisodiolyma	caidrac	fo
tnemssessa	eht	rof	cificeps	dna	evitisnes	ylhgih	si	RMC	IRM	caidraC	.yrtsimehcoiB.)	evoba	ees	(sisodiolyma	twRTTA	foÂ	Ã	Â	Osnoicipsâ	ãSiar	Osla	Yam	Erutpur	Nodnet	Specib	Suoenatnops	DNA	EMORDNYS	LENNUT	LAP	rac,	sisonets	lanips	rabmul	suoiverp	fo	yrotsih	lanosreP	.24	X236-6251	deMbuP	7775000000000000.LNW	/	2121.01	/	gro.iod.xd



//:	ptth	.sisodiolyma	caidrac	detaler-niteryhtsnart	yratidereh	fo	sisongorp	dna	sisongaid	ni	yhpargitnics	DPD-cT)	m99	(fo	ELOR	(ITNAF,	C	OTANITTEP,	S	Itnaf,	C	Otanittep,	LP	Ittoadiug,	CC	ATRAUQ,	C	Izzepar.	(Sesaesid	Lanoitamrofnoc	Dna,	Noitagergga,	gnidlofsim	nietorp.]	32Â	"	5	dna)	FEpFH	(noitcarf	noitceje	devreserp	htiw	eruliaf	traeh	htiw
stneitap	gnoma%	31,	sisonets	citroa	ereves	rof	tnemecalper	evlav	citroa	suoenatucrep	gniogrednu	stneitap	gnoma%	31Â	Â	Ã	¢	01	fo	secnelaverp	RTT	detartsnomed	sehcaorppa	citsongaid	yspoib-non	gnisu	seidutS	.ecnarF	ni	seihtaporuenylop	diolyma	lailimaf	niteryhtsnart	fo	esruoc	dna	noitalerroc	epytonehp-epytoneG	.GA	velyboB,	MI	vestnaylhkiV,
GL	avelyboB,	IE	avopukaY	.sisodiolyma	niteryhtsnart:	RTTA	.seispoib	rof	deen	eht	tuohtiw,	tnemevlovni	caidrac	htiw	pubmed	1573-7322	141.	Stats	MA,	Jr	Stone.	Geller	Hi,	Singh	A,	Alexander	Km,	Mirta	TM,	Falk	HR.	pubmed	1573-7322	148.	The	results	of	long-term	treatment	indicate	a	submitted	delay	in	neurological	deterteration,	with	beginning
Previous	links	associated	with	better	results	[84,	93,	94].	1)	[1	Â	¢	€	"3].	The	initial	risk	stratification	should	also	include	the	functional	NYHA	class	(Table	8),	which	appears	to	be	predictive	for	response	to	treatment	[95].	Http	:	//dx.doi.org/10.1080/07853890701842988	pubmed	1365-2060	20.	1989	and	SEP-Oct;	10	(5):	499	Â	±	500.	Rapezzi	C,
Fontana	M.	2013	Ten;	310	(24):	2658	Ã	¢	â	€	"67.	The	monitoring	of	cardiac	diseases	depends	on	the	NYHA	class,	laboratory	tests	(NT-ProBNP	cardiac	biomarkers,	BNP	and	troponin),	functional	test	(6	minute	walk	test	or	Stress	test)	and	cardboard	image	(echocardiography,	cmr).	2018	ã,	oct;	5	(5):	772	Ã	¢	€	"9.	Given	the	growing	availability	of
therapeutic	options,	which	best	monitor	mutations	carriers	and	when	starting	treatment	is	currently	a	topic	debated	(see	section	4.1).	Kisilevsky	R.	EUR	J	Haematol.	Diflunisal	Experience	with	diflunisal	in	thrown	cardiomyopathy	was	limited	to	open	and	centered	studies.	A	summary	of	the	resulting	recommendations	is	presented	in	Table	3.	pubmed
1744-2818	94.	Vutrisiran,	a	subcutaneous	subcutaneous	investigation	of	RNAI,	it	is	being	studied	in	a	large	phase	III	judgment	(Helios-B,	NCT04153149)	[137].	Based	on	the	specific	mutation	of	TTR	and	at	the	beginning	of	other	members	of	the	affected	family,	the	age	provided	for	in	the	innence	of	disease	can	be	estimated.	J	AM	Heart	Assoc.	On	the
basis	of	these	results,	the	free	acidic	acid	was	recently	adopted	by	the	food	and	drug	administration	(FDA)	and	the	European	agency	of	(EMA)	for	the	treatment	of	amyloidosis	cardiac	cardiac	and	amyloidase	cardiac,	at	dose	61	mg	/	day,	day,	For	bioequivalence	with	Tafamidis	Meglumine	80	mg	[97].	EPUB	2021	Feb	26.	Card	capacity	abnormalities
may	be	the	first	manifestation	of	amyloidosis	atTRWT,	and	the	amyloid	infiltration	of	the	sinus	and	atrioventricular	norms	may	request	the	implantation	of	pacemaker	.	TTR	connects	to	Retinol's	connection	protein,	which	is	involved	in	the	transport	of	vitamin	UM.	A	puncture	of	2	or	more	perugina,	indicating	a	cardiac	absorption	equal	to	or	greater
than	the	rib	absorption,	is	a	widely	accepted	criterion	to	define	the	presence	of	deposits	TTTR	cardiacs,	in	the	absence	of	a	monoclonal	gamopathy	(see	above)	[68,	114	128].	2019	January;	39	(1):	BSR20181415.	PubMed	1941-3297	139.	Comfortable	at	rest,	but	normal	physical	activity	leads	to	symptoms	of	cardacy	insufficiency.	Physical	limitations.
pubmed	1421-9662	145.	Cardoso	I,	Martins	D,	Ribeiro	T,	Merlini	G,	Saraiva	MJ.	Pazhenkottil,	cardiac	image,	Department	of	Nuclear	Medicine,	Universitacle	Hospital	of	Zurich,	Switzerland).	pubmed	1744-2818	93.	2016	set	out-oct;	25	(5):	413	Ã	¢	â	€	"7.	2019	and	February	14	(1):	34.	Adams	D,	Ando	Y,	Beirão	JM,	Coelho	T,	Gertz	MA,	Consensus
Recommendations	Specialist	in	Gillmore	JD	Withdrawal	to	improve	the	diagnosis	of	amyloidase	daring	with	polyneuropathy.	Table	3	Summary	of	the	recommendations	of	the	Amylidosis	Switzerland	(SAN).	The	Impairment	Mode	Score	of	Modified	Neuropathy	(NIS)	+	7	(MNIS	+	7),	Improved	patients	treated	by	Patisiran	in	comparison	with	the
baseline	until	6	points	versus	progression	by	+28	points	in	the	placebo	arm.	.2019.03.026	pubmed	1876-7591	127.	A	European	network	approach	to	define	the	epidemiology	and	management	patterns	for	the	TTR-FAP.	Yamashita	T,	Ueda	M,	Misumi	Y,	Masuda	T,	Nomura	T,	Tasaki	M	gené	and	characteristic	ed	ed	aicnªÃirepxE	:sacimªÃdnE	o£ÃN	e
sacimªÃdnE	saerÃ	me	aniteritsnarT	ed	air¡ÃtidereH	esodiolimA	ad	Center	in	Japan.	and	accompany	treatment	for	all	Sweaters.	January	2020;	13	(1):	69	Âμg	"80.	A	visit	to	a	neurologist	can	be	considered	on	the	baseline	for	patients	with	amyloidosis	Attrwt	and	neuropathy	(IIB,	C].	Sekijima	Y,	Yazaki	M,	Oguechi	K,	Ezawa	n	,	Yoshinaga	T,	amyloid
angiopathy	of	yamada	mud	in	republic	patients	with	amyloidosis	hereditary.	Tafamidis	treatment	for	patients	with	amyloid	cardiomyopathy	of	transateetrine.	J	Container	Swear	(NCT03966105),	is	investigating	The	prevalence	of	amyloidosis	attached	to	patients	submitted	to	surgery	for	the	time	of	carpal	or	stenosis	of	the	lumbar	spine.	2018;	Of	the
wild	type	TTT	by	the	sexy	donor.	The	abdominal	fat	aspiration	has	a	low	sensitivity	for	amyloidosis	attrwt	(12	Ã	Â	€	15%)	[50,	135].	2018;	265	(1):	134	Ã	¢	€	"40.	Neuropathy	can	be	detected	in	even	10%	of	patients,	although	few	cases	with	peripheral	neuropathy	and	/	or	significant	autonomy	[107].	Adams	D,	Samuel	D,	Gouriel-Goeau	C,	Nakazato	M,
Costa	PM,	Feray	C	in	the	course	and	prognostic	factors	of	familiar	amiloid	polyneopathy	after	the	transplantation	of	the	German.	About	60%	of	patients	with	thrown	amyloidose	have	a	personal	history	of	carpal	tunnel,	and	5	-	14%	have	a	personal	history	of	lumbar	spinal	stenosis	[24].	In	the	absence	of	monoclonal	gamopathy,	the	scintigraphy	using
bone	radiographers	can	diagnose	amyloidase	thrown	with	cardacy	involvement	without	the	need	for	biopsy,	but	the	false	results	of	negative	scintigraphography	may	occur,	especially	in	patients	with	amyloidase	cardacy	(see	3,1.1).	PubMed	1524-4539	63.	63.	2016,	others;	30	(10):	1979	Ã	¢	€	"86.	Histopathology.	Diflunisal	is	not	available	in
Switzerland,	and	the	cantonal	pharmacy	should	be	informed	before	its	use.	2016;	87	(8	):	773	Ã	¢	€	81.	Congo	Red	and	amiles:	History	and	relationship.	The	compression	socks	and	Mondrina	may	be	useful	in	stages	advanced	with	arterial	hypotension,	when	the	cardiorenal	sendrome	may	occur	[141].	pubmed	1876-7591	130.	pubmed	1526-632x	85.
Your	security	and	Efficacy	were	demonstrated	in	a	multi-central	and	randomized	study,	in	which	patients	with	ATRR	polineuropathy	(Estágio	I	and	II)	received	inotersen	300	mg	/	week	SC	injection	or	placebo	for	15	months	[82].	20150	Jan;	372	(1):	21	~	oral,	significant	haemorrhage	was	not	reported,	but	patients	were	highly	selected	in	this	study.
The	myocystinal	retention	mechanisms	of	these	bone-sized	traces	are	not	fully	understood,	but	attached	to	the	presence	of	microcalcifications	which	are	more	common	in	amyloids	thrown	than	in	al	amyloidase	[114,	115].	No	progression	of	cardacy	or	neurologic	involvement	was	reported.	Around	the	world,	more	than	2000	patients	With	amyloidosis
Attrr	underwent	Bulgar	Transplantation	[87].	The	diagnosis	of	amyloidosis	Neuropathy	is	generally	direct	where	the	disease	is	endemic	(Portugal,	Japan,	Sweden,	Brazil),	thanks	to	Greater	consciousness,	typical	phenotype	and	familiar	history	known.	Cardiol.	Milk	The	initial	exercise	aims	to	ensure	the	diagnosis	and	provides	the	basis	for	the
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etnatluser	,rrtA	aitaporuenilop	moc	setneicap	ed	obecalp	rop	odalortnoc	,odazimodnar	oiasne	,III	esaf	amuN	Diflunisal	(250	mg	orally	twice	daily)	was	well	tolerated	[83].	Improve	the	sensitivity	of	the	amyloid	detection	by	the	red	stain	of	the	Congo	using	the	polarization	microscopio	and	avoiding	traps.	During	the	last	one,	different	randomized	tests
of	Phase	III	reported	the	efficacy	and	safety	of	treatments	preventing	or	delaying	the	progression	of	thrown	amyloidosis.	Casta	±	the	A,	Narotsky	DL,	Hamid	N,	Khalique	OK,	Morgenstern	R,	Deluca	to	transmitting	amyloidosis	cardiac	transmitting	and	its	predictors	among	elderly	patients	with	severe	aolithic	stenosis	submitted	to	the	transcatter-
airline	substitution.	76.	Miscellaneous	Misers	are	demyelinating	polyneuropathy	to	be	crowned	with	idioptic	axonal	polyneuropathy	and	stenosis	of	the	lumbar	channel	[40,	41].	Jama.	The	evaluation	of	the	presence	of	a	monoclonal	protein	must	be	made	by	physicians	with	experience	in	the	field.	A	positive	bone	scintigraphy	(peruugini	piercing	point	2
or	higher)	can	replace	tissue	biopsy	to	diagnose	amyloidosis	attrr	with	cardacy	involvement	in	the	absence	of	concomitant	monoclonal	gamopathy,	but	false	negative	results	may	occur	[i,	b].	The	precursor	protein	defines	the	amyloid	subtype	and	the	associated	clinical	manifestations.	Gilmore	et	al.	Biochemistry,	amiloid	fibrillars	consist	of	only
complete	TTR	in	beginning	innkegin	fabrics,	and	both	fragmented	C-terminal	and	total	TTTR	in	cases	of	late	beginning	[42].	Amyloid	is	formed	by	wild	type	TTR	deposits	in	the	heart	and	ligaments	during	aging,	particularly	in	male	individuals	[18,19].	Table	9	TTR-FAP	phase	and	punctuation	of	deficiency	of	peripheral	neuropathy	(PND).	Coutinho	P.
Embo	Mol	Med.	20195	sea;	26	(1):	3	~	â	€	"9.	ahaha.115.018852	pubmed	1524-4539	108.	From	left	to	right	0,	grade	1,	degree	2	and	Grade	3	Uptake	Myocário	are	shown.	%02	%02	©Ãta	me	atsiv	res	edop	e	twrtta	esodiolima	ad	avitsegus	acitsÃretcarac	artuo	©Ã	ralucirtnevoirta	oieuqolb	O	.151	4535-0430	me	,meregus	siauta	sodad	so	euq	od	roiam
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sodairav	sievÃN	.21"	¬â	¢Ã	307	:)3(	762	;£Â	Ã	0202	.]611[	esodiolima	ed	sacipÃt	acit©Ãngam	uo	acif¡Ãrgoidracoce	aicn¢Ãnosser	ed	satrebocsed	e	acaÃdrac	aicnªÃicifusni	moc	setneicap	me	aniru	e	oros	ed	setset	rop	lanolconom	aitapomag	amu	ed	aicnªÃsua	an	otsiV	)4	.giF(	seroda§Ãart	sessed	etnevrosba	3	uo	2	uarg	inigurep	avitatitnauq-imes
odnauq	,twrtta	ed	esodiolima	a	arap	%001	ed	edadicificepse	amu	mataler	ocaÃdrac	otnemivlovne	moc	twrtta	esodiolima	ed	acidr¡Ãcoimodne	aisp³Ãib	ed	sodavorpmoc	sosac	ed	etrooc	ednarg	amu	moc	lanoicanretni	o£Ã§Ãarobaloc	amu	ed	sodatluser	sO	.naS	ed	osnesnoc	olep	adadnemocer	,otnatrop	,©Ã	o£Ãn	satse	odnazilitu	lareg	ocits³Ãngaid	ed
aig©Ãtartse	amu	e	a§ÃÃuS	an	edºÃas	ed	oruges	olep	otreboc	etnemlauta	©Ã	o£Ãn	ocaÃdrac	esodiolima	ed	ocits³Ãngaid	o	arap	sedi³Ãlima	o£Ã§Ãamitse	ed	siamina	ed	seroda§Ãart	ed	o£Ã§Ãazilitu	ad	otsuc	O	.]33[	acit¡Ãpeh	etnalpsnart	moc	setneicap	e	socir³Ãtsih	selortnoc	moc	o£Ã§Ãarapmoc	me	oicÃni	ed	m05v.p	e	ecocerp	oicÃni	me	aicnªÃviverbos
ed	oicÃfeneb	mu	maiopa	laer	odnum	od	sodad	sO	.air¡Ãtidereh	anitetasnart	rop	adaidem	esodiolima	moc	setneicap	me	iANR	ocituªÃparet	narisitaP	od	III	esaf	ed	otnemagluj	mu	,ollopA	me	socim´ÃnotuA	sodatluseR	ed	esil¡ÃnA	cM	sikfedyloP	,HH	tdimhcS	,LM	nnamreuaM	,D	nauQ	,lJ	kreB	,A	etrauD-zel'znoG	.anirtetasnart	ad	edi³Ãlima	lirbif	ed
o£Ã§Ãisopmoc	ad	otcapmi	o	odnadnevseD	:a§Ãneod	ad	satnitsid	setnairav	saud	,o£Ã§Ãatum	amU	.anirtetasnart	ad	air¡Ãtidereh	esodiolima	an	adiv	ed	edadilauq	a	arohlem	uo	avreserp	nesretonI	A	yelvoL	,A	relsseK	arokiS	,kM	etihW	,M	zurC-notgniddaW	,A	salraY	,T	ohleoC	.]121[	acaÃdrac	esodiolima	moc	nossneroS	nossneroS	,hL	dnuL	,S	greB	,P
negahdlE	.]7"	4[	megavles	opit	olep	adiverta	o£Ã§Ãisoped		Ã	odived	,ocaÃdrac	etnemetnanimoderp	otnemivlovne	moc	sosac	Suhr	OB,	Westermark	P.	JACC	Heart	Fail.	Considering	the	short	length	of	the	TTR	gene,	and	the	limited	number	of	coding	exons	(3	exons),	genetic	investigation	of	pathological	mutations	associated	with	hereditary	forms	of
systemic	amyloidosis	can	be	performed	by	Sanger	sequencing.	fullscreen	Figure	2	Correlations	between	genotype	and	phenotype	in	variant	transthyretin	amyloidosis.	PubMed	1424-3997	48.	PubMed	1744-2818	31.	2016Ã	ÂSep;54(3):353¢ÃÂÂ60.	Table	6	Neurological	assessment	in	ATTRv	neuropathy.	Winburn	I,	Ishii	T,	Sumikawa	T,	Togo	K,
Yasunaga	H.	Therapeutic	interventions	target	different	steps	in	the	process	of	transthyretin	amyloid	formation.	Schmidt	HH,	Barroso	F,	GonzÃ¡Âlez-Duarte	A,	ConceiÃ§ÂÃ£Âo	I,	Obici	L,	Keohane	DÃ	ÂManagement	of	asymptomatic	gene	carriers	of	transthyretin	familial	amyloid	polyneuropathy.	2018Ã	ÂOct;72(17):2040¢ÃÂÂ50.	PubMed	2056-676X	3.
PubMed	1365-2796	71.	2017Ã	ÂMay;22(3):317¢ÃÂÂ27.	Neurol	Sci.	2011Ã	ÂJan;286(3):2121¢ÃÂÂ31.	Blood.	Muscle	Nerve.	Patients	who	agree	to	a	"compassionate	use"	of	diflunisal,	can	order	the	drug	via	an	international	pharmacy.	2015Ã	ÂAug;85(8):675¢ÃÂÂ82.	PubMed	1744-2818	119.	Elevation	of	serum	troponin	and	NT-proBNP	levels	are	often
seen	in	ATTRwt	amyloidosis,	even	in	the	absence	of	a	severe	cardiomyopathy	or	symptoms	of	heart	failure	[118].	Amsterdam:	Excerpta	Medica;	1980.	2016;121(1):17¢ÃÂÂ24.	Amyloid	deposits	may	also	be	seen	as	a	thickening	of	the	atrioventricular	valves	and	of	the	inter-atrial	septum.Ã	ÂÃ	ÂDuring	early	stages	of	disease,	systolic	function	is
preserved	in	most	patients,	but	progressive	diastolic	dysfunction	is	observed.	Martinez-Naharro	A,	Treibel	TA,	Abdel-Gadir	A,	Bulluck	H,	Zumbo	G,	Knight	DSÃ	ÂMagnetic	Resonance	in	TransthyretinÃ	ÂCardiac	Amyloidosis.	Free	immunoglobulin	light	and	variant	or	wild-type	transthyretin	(TTR)	are	the	main	amyloidogenic	precursor	proteins,	causing
light-chainÃ	Â(AL)	amyloidosis,	and	transthyretin	(ATTR)	amyloidosis,	respectively	[1¢ÃÂÂ3].	Transthyretin	(TTR),	also	known	as	prealbumin,	is	a	127	amino	acid	soluble	and	typically	non-glycosylated	protein,	mainly	synthesised	and	secreted	by	hepatocytes	in	the	liver,	the	choroid	plexus	ependymal	cells	(in	the	brain)	and	retinal	epithelium	(in	the
eye)	[9].	Obici	L,	Berk	JL,	GonzÃ¡Âlez-Duarte	A,	Coelho	T,	Gillmore	J,	Schmidt	HHÃ	ÂQuality	of	life	outcomes	in	APOLLO,	the	phase	3	trial	of	the	RNAi	therapeutic	patisiran	in	patients	with	hereditary	transthyretin-mediated	amyloidosis.	2000Ã	ÂJul;123(Pt	7):1495¢ÃÂÂ504.	2015Ã	ÂMar;20(2):163¢ÃÂÂ78.	Of	note,	individuals	with	a	known	family
history	may	be	offered	presymptomatic	testing,	and	should	be	regularly	followed	to	detect	amyloidosis	onset	(see	sections	2.2.3	and	4.1).	Drugs	Aging.	2015Ã	ÂAug;32(8):611¢ÃÂÂ21.	Briani	C,	Cavallaro	T,	Ferrari	S,	Taioli	F,	Calamelli	S,	Verga	LÃ	ÂSporadic	transthyretin	amyloidosis	with	a	novel	TTR	gene	mutation	misdiagnosed	as	primary
amyloidosis.	In	one	study,	ATTR	amyloid	was	detectable	in	27.3%	of	abdominal	fat	aspirates.	PubMed	1573-7322	126.	Solomon	SD,	Adams	D,	Kristen	A,	Grogan	M,	GonzÃ¡Âlez-Duarte	A,	Maurer	MSÃ	ÂEffects	of	Patisiran,	an	RNA	Interference	Therapeutic,	on	Cardiac	Parameters	in	Patients	With	Hereditary	Transthyretin-Mediated	Amyloidosis.
PubMed	1873-3735	78.	2019Ã	ÂSep;12(9):e006075.	The	results	have	significant	implications	for	family	members	at	risk	(see	section	2.2.3).	2018Ã	ÂMar;25(1):62¢ÃÂÂ7.	2016Ã	ÂSep;68(10):1014¢ÃÂÂ20.	Table	5	Recommendations	for	baseline	and	follow-up	assessment	of	patients	with	ATTRv	amyloidosis.	Late-onset	p.V50M:	Late-onset	ATTRv
amyloidosis	is	more	common	in	central	Europe	and	Sweden	and	usually	affects	individuals	(mostly	More	than	50	years	of	age,	with	a	positive	family	history	in	50	-	60%	of	cases	[32,	34].	In	the	diagnosis,	each	patient	must	undergo	a	complete	assessment	of	the	involvement	of	agriculture.	2020	set;	2	(3):	414	Ã	¢	€	24.	20161	Feb;	29	Â	°	SOLD	1:	S3	Ã	¢
â	€	"13.	pubmed	1432-1459	100.	Endomyocárdica	biopsy	is	the	gold	standard	for	the	diagnosis	of	amyloidase	tossed	cardiac	and	is	almost	100%	SENSVISE	AND	SPECIFICIES	If	the	biopsy	species	are	collected	from	various	sites	(at	least	four	are	recommended)	and	tested	for	amyloid	deposits	by	the	red	color	of	Congo	[111].	pubmed	1479-5876	80.
The	final	guidelines	were	revised	according	to	the	evaluation	of	research	guidelines	and	evaluation	(	agree)	II	tool,	to	ensure	methodological	rigor	and	transparency.	J	Neurol	Sci.	2019	Ã	¢	jun;	12	(6):	e005407.	ahaha.116.021612	pubmed	1524-4539	117.	FAP	neuropathy	and	emerging	treatments.	ATTRR	amyloidosis	usually	presents	as	peripheral
small	fiber	polyneuropathy	with	dysautonomy,	but	can	also	manifest	as	a	primary	cardiomyopathy,	depending	on	the	genotype	(see	section	2	and	Fig.	The	ideal	time	to	start	Treatment	for	Amyloidosis	Attrwt	remains	clear,	although	there	is	a	long	latency	period	before	the	manifestos	of	organ	damage.	2019	SET;	29	(S15):	55	Ã	¢	€	"63.	For	this	last,	a
Application	of	coverage	must	be	obtained	from	the	health	insurance	beforehand,	which	we	also	recommend	for	the	amyloidotic	polyneopathy	provisions,	although	it	is	not	obliged	there.	The	advanced	age	of	the	recipient	is	a	known	risk	factor.	To	limit	constipation,	a	fiber-rich	diet	and	osmotic	laxatives	may	be	prescribed	[144,	145].	The	effect	of
Patisiran	in	patients	with	thrown	amyloidase,	including	wild-type	subtypes	variants,	it	is	being	in	a	phase	III	trial	in	progress	(Apollo-B,	NCT03997383).	In	Switzerland,	for	regulatory	reasons,	treated	patients	treated	Patisiran	must	have	an	annual	evaluation	at	a	reference	center	for	amyloidosis	(Chuv,	Lausanne	/	University	Hospital	Zurich)	to
evaluate	the	continuation	of	treatment.	2018	November;	270:	192	-	6.	A	refund	request	must	be	approved	by	health	insurance	prior	to	initiation	of	treatment.	The	following	sorting	panel	for	monoclonal	gamopathy	is	considered:	butterly	protein	electrophoresis,	immunofixion,	immunofixion,	seed	chain	measurement	and	urine	immunoofixation	[	Iia,	B].
Cohen	OC,	Sharpley	F,	Gilbertson	Ja,	Wechalekar	Animancio,	Sachchithanantham	s,	Mahmood	are	the	value	of	biopsy	in	the	light	chain	(AL)	and	amyloidosis	of	transthiretine	(ATTR).	SuanPrasert	n,	Berk	JL,	Benson	MD,	Dyck	PJ,	Klein	CJ,	Gollob	JaÃ	¢	Retrospective	study	of	a	TTR	FAP	cohort	to	modify	NIS	+	7	for	therapeutic	tests.	pubmed	1522-9645
144.	MOD	Pathol.	Amiloidal	deposits	lead	to	a	progressive	thickening	of	leftist	and	right	ventricular	walls.	The	recommendations	for	initial	and	periological	evaluations	are	summarized	in	Tables	5	and	6.	Ultrasound	in	amyloidosis	of	transateetrine:	of	pathophysiology	to	therapeutic	insights.	SAN	recommends	the	treatment	guided	by	experienced
centers	using	a	multidisciplinary	approach	(cardiology,	hemato-oncology,	neurology,	nephrology,	gastrology)	[I,	C].	Connors	LH,	Sam	F,	Skinner	M,	Salinaro	F,	Sol	F,	Ruberg	Flã,	Ã	°	Fressca	Heart	resulting	from	the	disease	cardiac	related	to	the	age	associated	with	transateetin	Wild	type:	a	prospective	cohort	study	prospective.	Endomiocytic	biopsy
biopsy	biopsy	is	the	gold	standard	to	diagnose	amyloidase	cardiac,	but	it	is	an	invasive	procedure	and	not	always	obliged	to	establish	the	diagnosis.	UPS	J	Med	Sci.	pubmed	1471-2261	114.	pubmed	1558-3597	69.	Schmidt	odnamitse'	odnamitse'	m	sppoh	,omoc	arpohC	,aJ	retraC	,FM	namettoB	,M	zurC-notgniddaW	o£Ãn	odutse	O	.S	greB	,BO	rhuS	,TG
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ratceted	arap	odatnemila	In	the	subgroup	of	patients	with	amyloidosis	attrr,	for	whom	a	lower	result	was	reported	[96].	pubmed	1533-4406	29.	Heart	transplantation	in	amyloidase	cardiac.	January	2007;	7	(1):	235	Âμg	"42.	A	(s)	Reason	(s)	behind	the	observed	tissue	tropism	and	the	difference	of	glessing	are	not	yet	clear.	In	the	current	international
society	of	heart	/	lung	transplant	guidelines,	heart	transplantation	in	cardiac	amyloidosis	can	be	considered	individually	after	the	multidisciplinary	evaluation	[146,	147].	Amyloidosis	Attrwt	usually	presents	the	cardiac	insufficiency	(HFPEF)	in	elderly	male	patients,	but	bilateral	carpal	tunnel	sendrome,	lumbar	spinal	stenosis	and	BÃ-up	tendness
rupture	can	precede	the	innence	of	cardiac	symptoms	by	a	dance	or	more	[24	].	ATR:	amyloidosis	of	transateetrine;	attrr:	amyloidosis	variant	of	transthenetine;	attrwt:	amyloidosis	of	wild	type	transtheveetin.	J	AM	cardiol	necklace.	The	small	assessment	of	small	fiber	fiber	assessment	A	with	specific	questionnaires	(SFN	S1Q,	see	Table	5)	and	Clinical
Exam,	looking	for	pain	and	loss	of	sen	temperature.	The	initial	symptoms	include	paresthesia	of	lower	limbs	(40%),	neuropathic	pain	(5%),	autonomic	dysfunction	with	diarrhea	and	/	or	constipation	(40%),	dysfunction	(9%),	hypotension	and	inexplicable	weight	loss	(16%	in	the	presentation)	[29	~	€	32].	2013	Vil;	2	(2):	E000098.	Acta	Med	Port.	Both
the	inotsen	and	Patisiran	obtained	authorization	for	commercialization	by	EMA	and	FDA	in	Atrr	Amyloidosis	with	phase	of	polyineuropathy	I	and	II.	Http://dx.doi.org/10.1007/s00415	-012-6529-z	pubmed	1432-1459	45.	pubmed	1744-2818	104	Wixner	J,	Pilbro	B,	Lundgren	he,	Olsson	M,	Anan	I.	Treatments	"OS	Treatments	intended	for	different	stages
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inidallaP	,M	ibboG	,J	ittehccuL	,A	azzoL	,A	esetroC	,L	icibO	.021	9354-4251	deMbuP	242600.311.ahaho£Ã§ÃalucriC/1611.01/gro.iod.xd//:ptth	.soledom	ed	ed	o£Ã§Ãacifitnauq	©Ã	aneuqep	arbif	ed	aitaporuen	a	racitsongaid	arap	oruo	o£Ãrdap	O	.]86"	¬â	56[	o£Ã§Ãatum	ed	opit	od	odnedneped	,twrtta	esodiolima	nerve	fibres	in	a	skin	biopsy	(70¢ÃÂÂ90%
sensitivity	and	specificity)	[60,	61].	The	cardiac	evaluation	includes:	functional	class,	fluid	balance,	orthostatic	function	and	heart	rhythm.	PubMed	2000-1967	115.	Long-termÃ	Âfollow-up	data	reported	doubling	of	the	survival	time	for	patients	with	early-onset	ATTR	p.V50M	amyloidosis	at	initial	stages;	the	impact	of	on	survival	in	late-onset	p.V50M	or
other	variants	is	not	clear,	even	when	combined	liver-heart	transplantation	is	considered	[88].	Systolic	dysfunction	is	a	sign	of	advanced	disease.	PubMed	1744-2818	2.	Renal	function	should	be	assessed	(estimated	glomerular	filtration	rate	[eGFR],	albuminuria,	proteinuria),	as	should	the	eyes	(keratoconjunctivitis	sicca,	vitreal	deposits,	secondary
glaucoma	or	retinal	angiopathy)	[6].	Haroutounian	S,	Todorovic	MS,	Leinders	M,	Campagnolo	M,	Gewandter	JS,	Dworkin	RHÃ	ÂDiagnostic	criteria	for	idiopathic	small	fiber	neuropathy:	A	systematic	review.	Ikram	A,	Donnelly	JP,	Sperry	BW,	Samaras	C,	Valent	J,	Hanna	M.	PubMed	1473-6551	58.	Liepnieks	JJ,	Zhang	LQ,	Benson	MD.	PubMed	1522-
9645	136.	The	main	objective	of	the	initial	assessment	is	to	confirm	the	diagnosis	and	rule	out	other	amyloidosis	subtypes,	mainly	light-chain	amyloidosis.	2014Ã	ÂMar;35(3):127¢ÃÂÂ35.	PubMed	1573-4935	46.	On	the	other	hand,	excessive	diuretic	treatment	can	cause	symptomatic	hypotension	and	worsening	of	renal	perfusion.	Up	to	56%	of	patients
improved	their	mNIS+7	score	compared	with	baseline	and	51%	their	QoL	[98].	2017Ã	ÂJul;70(4):466¢ÃÂÂ77.	Merlini	G,	Dispenzieri	A,	Sanchorawala	V,	SchÃ¶Ânland	SO,	Palladini	G,	Hawkins	PNÃ	ÂSystemic	immunoglobulin	light	chain	amyloidosis.	PubMed	1558-3597	26.	ATTRv	is	an	autosomal-dominant	disease	with	variable	penetrance.
2021Ã	ÂFeb;9(2):115¢ÃÂÂ23.	Small	fibre	neuropathy.	2017Ã	ÂSep;17(1):181.	(99m)Tc-DPD	uptake	reflects	amyloid	fibril	composition	in	hereditary	transthyretin	amyloidosis.	Circ	Heart	Fail.	Natural	history	and	survival	in	stage	1	Val30Met	transthyretin	familial	amyloid	polyneuropathy.	Aus	dem	Siepen	F,	Hein	S,	Prestel	S,	BaumgÃ¤Ârtner	C,
SchÃ¶Ânland	S,	Hegenbart	UÃ	ÂCarpal	tunnel	syndrome	and	spinal	canal	stenosis:	harbingers	of	transthyretin	amyloid	cardiomyopathy?Ã	ÂClin	Res	Cardiol.	PubMed	1476-5551	73.	PubMed	1590-3478	49.	Biochemical	markers	in	early	diagnosis	and	management	of	systemic	amyloidoses.	Clin	Neurophysiol.	Castro	J,	Miranda	B,	Castro	I,	de	Carvalho
M,	ConceiÃ§ÂÃ£Âo	I.	Consensus	was	established	using	online,	single	point-per-point	voting,	through	a	nominal	group	technique.	2020Ã	ÂJun;8(6):461¢ÃÂÂ8.	Orphanet	J	Rare	Dis.	ATTRwt	amyloidosis	is	more	common	than	ATTRv	amyloidosis,	although	the	true	prevalence	is	unknown.	Yamamoto	S,	Wilczek	HE,	Nowak	G,	Larsson	M,	Oksanen	A,	Iwata
TÃ	ÂLiver	transplantation	for	familial	amyloidotic	polyneuropathy	(FAP):	a	single-center	experience	over	16	years.	J	Nucl	Cardiol.	Tafamidis	free	acid	has	received	marketing	authorisation	in	Switzerland	for	the	treatment	of	transthyretin	amyloidosis	in	adult	patients	with	wild-type	or	hereditary	cardiomyopathy,	but	is	not	yet	reimbursed.
2018Ã	ÂJul;379(1):22¢ÃÂÂ31.	2017Ã	ÂSep;24(3):194¢ÃÂÂ204.	Adams	D,	Lacroix	C,	Antonini	T,	Lozeron	P,	Denier	C,	Kreib	AMÃ	ÂSymptomatic	and	proven	de	novo	amyloid	polyneuropathy	in	familial	amyloid	polyneuropathy	domino	liver	recipients.	PubMed	1558-3597	66.	2018Ã	ÂSep;25(3):197¢ÃÂÂ202.	PubMed	1744-2818	129.	See	figure	5	for	a
non-biopsy	diagnosis	approach.	Harb	SC,	Haq	M,	Flood	K,	A,	Passerell	W,	Jaber	WAÃ	ÂNational	patterns	in	imaging	utilization	for	diagnosis	of	cardiac	amyloidosis:	A	focus	on	Tc99m-pyrophosphate	scintigraphy.	2018Ã	ÂOct;45(11):1945¢ÃÂÂ55.	PubMed	1437-4331	75.	Standardised	baseline	assessments	and	follow-up	visits	not	only	guarantee	quality
of	patient	care,	but	are	needed	for	regulatory	reasons	in	patients	receiving	disease-modifying	drugs.	PubMed	1522-9645	23.	Diagn	Pathol.	2020Ã	ÂApr;267(4):1070¢ÃÂÂ9.	Barroso	FA,	Judge	DP,	Ebede	B,	Li	H,	Stewart	M,	Amass	LÃ	ÂLong-term	safety	and	efficacy	of	tafamidis	for	the	treatment	of	hereditary	transthyretin	amyloid	polyneuropathy:
results	up	to	6	years.	IIa,	CRegular	blood	pressure	and	body	weight	home	monitoring	may	be	considered	in	order	to	adapt	diuretic	dose	targeting	euvolaemiaIIb,	CPatients	at	risk	for	developing	systemic	ATTR	amyloidosisAsymptomatic	carriers:	based	on	the	specific	TTR	mutation	and	the	onset	age	in	other	affected	family	members,	PADOÃ	Âcan	be
estimated.	2011Ã	ÂJun;4(6):659¢ÃÂÂ70.	Developed	in	collaboration	with	the	European	Heart	Rhythm	Association	(EHRA).	Galat	A,	Rosso	J,	Guellich	A,	Van	Der	Gucht	A,	Rappeneau	S,	Bodez	DÃ	ÂUsefulness	of	(99m)Tc-HMDP	scintigraphy	for	the	etiologic	diagnosis	and	prognosis	of	cardiac	amyloidosis.	Staining	of	biopsy	samples	with	Congo	red	and
visualisation	of	atypical	colours	(green,	yellow	or	orange	birefringence)	under	polarised	light	is	indicative	of	the	presence	of	amyloid	fibrils.	Data	on	the	outcome	of	catheter	ablation	in	ATTR	amyloidosis	are	limited.	PubMed	1097-4598	17.	Adams	D,	Suhr	OB,	Dyck	PJ,	Litchy	WJ,	Leahy	RG,	Chen	JÃ	ÂTrial	design	and	rationale	for	APOLLO,	a	Phase	3,
placebo-controlled	study	of	patisiran	in	patients	with	hereditary	ATTR	amyloidosis	with	polyneuropathy.	Vitamin	A	supplementation	is	needed	to	prevent	potential	risks	of	eye	damage	due	to	)	4T	(Enixoryht	FO	TropsNart	EHT	ROF	Elbisnopser	Osla	Si	RTT	.75	2598-2781	Dembup	310.20.6102.Mxd	//:	PTTH	.67	(95	;	Vonâ	Ã,,2002	.Lonummi	Tnorf	.�	1	(¢
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adaslobmeer	©Ã	e	cideMssiwS	olep	gnitekram	ed	o£Ã§Ãazirotua	a	evetbo	narisitaP	etnemoS	.rerroco	edop	m©Ãbmat	aitapoimoidraC	.]01[	orem¢Ãrtet	omoc	sodalucric	e	)FSC(	onaidiuqarrolafec	e	amsalp	ed	odiulF	moc	moc	setneicap	me	sesem	6	-	3	adac	a	cardiac	cardiac	or	neurological	disease,	and	every	6	months	in	patients	with	early-stage
disease.	PubMed	2160-7648	98.	Table	7	Clinical	stages	of	cardiacÃ	ATTR.	Retinol-Binding	Protein	Interferes	with	Transthyretin-Mediated	Ã²Â-Amyloid	Aggregation	Inhibition.	At	later	stages,	severe	diastolic	dysfunction	with	a	restrictive	filling	pattern	is	typically	associated	with	dilated	atria	due	to	the	chronically	elevated	left-sided	filling	pressures
[122].	Dorbala	S,	Ando	Y,	Bokhari	S,	Dispenzieri	A,	Falk	RH,	Ferrari	VAÃ	ASNC/AHA/ASE/EANM/HFSA/ISA/SCMR/SNMMI	Expert	Consensus	Recommendations	for	Multimodality	Imaging	in	Cardiac	Amyloidosis:	Part	2	of	2-Diagnostic	Criteria	and	Appropriate	Utilization.	Regular	blood	pressure	and	body	weight	home	monitoring	may	be	considered	in
order	to	adapt	diuretic	dose	targeting	euvolaemia	[IIb,	C].	For	the	latter,	a	request	for	coverage	has	to	be	obtained	from	the	health	insurance	beforehand,	which	we	also	recommend	for	the	amyloidotic	polyneuropathy	provisions,	although	not	mandatory	there.	New	recommendations	on	diagnostic	and	therapeutic	considerations	in	hereditary
transthyretin	amyloidosis	with	polyneuropathy:	the	German/Austrian	position	and	review	of	the	literature.	2018Ã	May;57(5):829¢ÃÂÂ37.	Yanagisawa	A,	Ueda	M,	Sueyoshi	T,	Okada	T,	Fujimoto	T,	Ogi	YÃ	Amyloid	deposits	derived	from	transthyretin	in	the	ligamentum	flavum	as	related	to	lumbar	spinal	canal	stenosis.	Skin	biopsy	can	be	useful	in
centres	experienced	in	amyloid	detection	in	ATTRv	amyloidosisÃ	with	mainly	neurological	manifestations.Ã	For	patients	with	systemic	ATTR	amyloidosis,	TTR	amyloid	detection	and	characterisation	in	one	anatomical	site	is	sufficient	to	make	the	diagnosis	[I,	C].	The	neurological	stage	should	be	determined	according	to	the	transthyretin	familial
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,JB	neddaM	,DJ	zemaG	,aJ	ananarV	.VVK	b.17	ogitrA	o	moc	odroca	ed	sadailava	etnemlauta	o£Ãs	seµÃ§Ãaticilos	sA	)%001"	)%001"	¬â	08(	edadilibisnes	A	.oidrat	oinÃlodag	ed	specificity	(8094%)	are	high	for	the	detection	of	amyloidosis	in	patients	withÃ	Âsuspected	infiltrative	disease	[62,	124].	2019Ã	ÂFeb;7(1):E11.	PubMed	1600-6135	77.	The
diagnosis	of	ATTRwt	amyloidosis	should	be	suspected	in	older	persons	with	HFpEF,	or	in	patients	with	otherwise	unexplained	elevated	troponin	levels	and/or	high	levels	of	NT-proBNP.	Lavatelli	F,	Albertini	R,	Di	Fonzo	A,	Palladini	G,	Merlini	G.	PubMed	1471-2377	86.	1988Ã	ÂMar;148(3):662¢ÃÂÂ6.	Patients	who	agree	to	a	"compassionate	use"	of
diflunisal	can	order	the	drug	via	an	international	pharmacy.	2018Ã	ÂJul;91(2):e143¢ÃÂÂ52.	Neurol	Ther.	PubMed	1876-7591	128.	Based	on	these	results,	the	drug	was	approved	in	Europe,	Japan,	Israel	and	several	countries	in	Latin	America,	but	not	in	Switzerland,	for	patients	with	isolated	ATTR	polyneuropathy.	2010Ã	ÂSep;11(1):130.	Of	note,	if
done	early	in	the	disease	course,Ã	Âthe	nerve	conduction	studyÃ	Âcan	be	normal	since	up	to	5%	of	patients	with	ATTR	amyloidosis	haveÃ	Âinvolvement	of	only	unmyelinated	C-fibres	[58].	Inotersen	is	a	second-generation	antisense	oligonucleotide	that	degrades	both	mutant	and	wild-type	TTR	mRNA,	decreasing	median	serum	TTR	concentration	by	Ã
´ÂÃ	Â~75%.	PubMed	1526-632X	34.	Chemical	kinetics	for	drug	discovery	to	combat	protein	aggregation	diseases.	Early	intervention	with	tafamidis	provides	long-term	(5.5-year)	delay	of	neurologic	progression	in	transthyretin	hereditary	amyloid	polyneuropathy.	Once	Congo	red-positive	material	is	detected,	the	subtype	of	amyloid	has	to	be
determined	by	immunohistochemistry,	and	if	immunohistochemistry	is	inconclusive,	by	mass	spectrometry	or	immunoelectron	microscopy	[6,	27,	45¢ÃÂÂ47].	These	guidelines	were	written	after	an	extensive	literature	search	using	MedLine	publications	from	A	.saroh	42	ed	GCE	ed	o£Ã§Ãailava	amu	a	soditembus	res	meved	seµÃ§Ãatiplap	uo	epocnÃs-
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