ATTR-aMmUnongo3s: naToreHes,
OnarHocTuKa, nedyeHume

BbinonHuna ctygeHTka 5 kypca
ne4yebHoro gakynereta
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OnpepeneHne ATTR-ammnonagosa

« 3TO HacneACcTBEHHbIN aMUITONO03, XapaKTePMU3YHOLLMNCS
HakonneHnem TpacHTupeTunHa (TTR) B Buge ammnonga.

TpaHCTUPETUH:

1) NpogyuunpyeTtca nevyeHblo
2) TpaHcnopTep TUPOKCUHA U peTUHoNa
3) TeTpamep

CywecTBYHOT ABa OCHOBHbIX noaTna ATTR amunounao3a:
1) ATTR guKoro Tuna
2) MyTaHTHBIN ATTR.



AMMNonaoreHHbIE MOHOMEPbI TPAHCTUPETUHA
OTNNYaloTCH OT Ero TETPaMepoB
KOH(POpPMaLMOHHOMN HECTAaBbUIMBbHOCTLIO

1l
-

G- R
.!"f'!\’!

1 2 3 4 5(days)
ﬂﬂﬂa"‘"

BFH Wb gtetamers

- (nmer
Y 1N = dimers

-4 MONOMeEr

Y Su.b.q;mm ot al,, 2006



Knaccugpukaumna ATTR-ammunonaosa

1) cemenHas amunongHaga nonmHenponaTug;
2) cCeMenHyo amunongHaa kapgmonartug;
3) cTapyeckun ammnoungos (y nuu, ctapile 70 ner).



BbiknBaemMocTb OOSfbHbIX pa3HbIMIA
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UHacToTa pa3snnyHbIX KNMMHUYECKNX
BapnaHToB ATTR-aMmunnounaosa
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OpraHHble BoBrne4veHuns npu ATTR

1) AMunoungHasa nonuHesponaTus, B T.4. [loTepa maccel Tena
*2) AMunongos cepaua

* 3) AMmnoungHas HedoponaTtus

*4) NopaxeHne Koxu

*5) (Na3Hble CUMNTOMbI (MOMYTHEHME POrOBULIbI N/UNK
CTEKITOBUOHOIO Tena, rmaykoma)



[lopaxeHunda rnas

[ ma3Hble CUMNTOMBbI:
1) AMUNIonao3 CTEKNOBUAHOMO Tena
2) CwunHapowm Apranmna-PobeptcoHa

AHN30KOopUS, BANasi peakumnsi Ha CBET U KOHBEPreHLUms,
HEepPOBHbIE Kak bbl C baxpomMowu, 3padvkn, OTCYTCTBUE
peakunn Ha 33epuH N NUNOKapnuH



UacToTa ATTR-NMon1MHeBponaTum
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Mporpeccupyrowian akconansHan Yacrora cusapoma
nonunesponarun 71% KapnanuLHoro Kasana npu
MapuwanbHblie HAPYWeHUN ATTR-amunonnoae

qyBCTBUTENLHOCTH 14%
B.B.Pamees, /1.8.Koznosckan u coasr,, 2016



Bblipa>XeHHOCTb TPOUYECKNX
N3MEHEHUWN, aTPOPUA MbILLLY




OpTocTaTtnyeckasi rMrnoTeH3ns u
HapyLLUeHMne MOTOPUKU KULLEYHNKa NP
ATTR

Cpeam 6onbHbIX C OPTOCTATHNECKON runoTexsnen y 55%
OTMENANMCH PA3NIMNHLIE HADYLEHHA MOTOPUMKM KMLUEYHWKA

Orcyrereyer, 36%

YmMmepernan, 7%

NMmeerTca;, 29%



KnnHmnyeckmne ocobeHHOCTN KapamnonaTum y
OOnbHbIX C Pa3HbIMM BapnaHTaMm CUCTEMHOIO

dMINJ10N003a
TMXN (mm) 15,8428 16,643,8 19,7+4,1 <0,0001
NN (am) 46,4+7.3 43,1+7,7 49,546,6 0,002
®B (%) 52,5%13,1 58113 44,2+15,4 <0,0001
PecTpuKTMBHAA 82/150 22/59 (37) 4/14 (29) 0,024
remMoAVHaMMKA, (55)

n(%)
NYHA IV, n(%) 59(38) 12(20) 6(40) 0,035



YacTtoTta HM3koun aMmnnnTyabl
XKenyao4ykoBOro Kommnnekca y 00sibHbIX
ATTR-aMmMnonao3om
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Auactonunyeckan
AnchyHKUMA y 6onbHOrO
ATTR-amunonao3om

| Hopma: 1,49 0,35

NN 4,3 cm
JOK: KOAP 4,5 cm
KCP 3,7 cm
T3CMK 1,9 cm
TMXMN 1.9 cm
macca muoxapaa X (ASE) 402 r
nn:
nx:
Aopra: 3.8cm
®B (Teicholz): 40%




YacToTa pasnnyHbiX BapuaHTOB
ONACTONMYECKON ANCHYHKLUN Y BOMNbHbIX
ATTR-aMnnomngo3om

| Orcyrcrayer

s &
| Pectpukums
1 TMNa 4




[lopaxeHne no4vek npu ATTR

ny, remarypus; 17%

Her: 83%



KnnHmnyeckne npmsHaku, ykasbiBatoLlme
Ha ATTR

CnMnNTOMBI:

1) NapecTtesun

2) 3anop/avapes

3) CnHapom KapnarnbHOro kaHana
4) CnabocTb

CeMenHbI aHaMHEe3

1) HeBponaTtus

2) CnHapom KapnasnbHOro kaHana
3) Kapanomunonatus

4) lHBanugbl Ha Kosnsicke



KnnHnyeckne npmnsHaku, ykasbiBatroLlme
Ha ATTR

[1aHHbIE ocMmoTpa

1) CnuHAKK

2) decToHYaTbIN Kpan 3padka
3) NoTepsa macchkl Tena

4) CHUXEHne 3peHnd



LLIkana NepymsxmnHu ansg oueHKu
Bbipa)XeHHOCTU TTR-amMmnongosa cepaua
METOAO0M CUUHTUrpadunn ¢ TeEXHeLNA-
nMpogocaTom

i
T ' t 3HayeHns 2 1 3 y naumMeHToB 50
NEeT 1 cTapLue c runeprtopoduen
vy (\ i ) MUOKapAa yKa3blBalOT Ha BbICOKYHO
L’ Y . - BEPOSATHOCTb ATTR cepaua

Takmm naymeHTam
LernecoobbpasHo NpoBoAUTb
reHeTUecKoe nccrnegoBaHme Ha
MyTauun TpaHCTUPETMHA



ANropnTM HEMHBA3NBHOW ANArHOCTUKA
amMmunongo3sa cepaua

CumHTUurpadums c rexHeuua ™ nupodocdarom, rexHeuus " DPD

Crenens 0 Crenews 1 Crenews 2-3
Her Jla Aa Her Aa Her
ATTR
HeobxoaAnmo rmcronormyeckoe
AMHNOHA03 ?'zﬁ“' NOATBEPKACHUE ¥ TUNUDOBAHKE
' amnionaa Uccneposanue myraumin J
MPT cepaua TPAHCTHPETHHA
AMUnonn03 HacheacreeHHbiA Cucremubii

J.D.Gillmore » coaer., 2016 ATTR mmecuuﬂ ATTR




JleyueHne ATTR-amunongo3sa

B nevyeHn cuHtesnpyetca 98% LMPKYNUPYHIOLLETO B KPOBMU
TPaAHCTUPETUNHA, B T.4. MyTAHTHOIO, B CBA3M C YeM
TpaHcnnaHTauna ne4eHn — OCHOBHOU MeTof fleyeHna ATTR-

amuriongosa



HoBble noaxoabl K Ne4YeHuto

benkosbie B3aMMoaencTeua
B aMUNOMAKNACTE 059"7”“*"“”
Bocmnocncmu
aumM
Waneponsi- HSP70
BOCCTANOBMTENN FKSPA

cpysryper  CYPHZ

Paspywenne
KOHQOPMAUMM



[lpenapaThl, NPOTUBOMOKa3aHHbIE C ATTR

CepaeyHble rmuko3nabl
NHrmoutopbl Ald
beTa-bnokartopsbl

bnokaTtopbl KanbLWEBbLIX KAHANOB
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Cnacunbo 3a BHUMaHue!



