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Cnmcok cokpameHui
6MTX — 6MUHYTHBIN TECT XOAHOBI
ATTRyv (v — variant) — HaclIeICTBEHHBIH THIT TPAHCTUPETHHOBOI'O aMHJIOK 1032

ATTRwt (wt — wild-type) — mukwnii THII TPAaHCTUPETUHOBOT'O aMUJIONI03a

GLS (global longitudinal strain) — moka3aTenb TIIO0ATLHOM MPOIOIBLHOM
nedopmanuu
NT-proBNP  — N-xoHmeBoi  (¢parMeHT MpeaUIeCTBEHHHKAa  MO3TOBOTO

HAaTPUHYPETUYECKOTO MENTUIA

AK — amunonHas KapaJuoOMHONaTUA

AKT — aHTHKOAryJIstHTHas TepaIus

APA — aHTaroHucThl penenTopoB aHruoTeH3uxa |
APHU — uHruOUTOpHI aHTMOTEH3WHOBBIX PELENTOPOB U HEMPHIU3UHA
BO3 — BceMupHas opranuzanusi 31paBoOXpaHEHUs
['KMII — runeptpoduueckas KapAUOMHUOIIATHS
UATID — UHTUOUTOPBI AHTUOTEH3UH-TIPEBpaIlaloOIIero pepmMeHTa
JIDK — neBblit xey10uek cepana

MIKII — Mexokeny10uKoBas IEPEropoIKa

MPT — marHuTHO-pe30HAHCHAsI TOMOTpadus

I DK — npaBblii )KeTya04€eK cepia

PKMII — pecTpukTrBHAsA KapAUOMUONATHUS

P®II - pagnodapmmnpenapar

CJIL — cBOoOOAHBIE JIETKHE 1IENT UMMYHOTJI00YIMHOB
CK® — ckopocTh Ki1yOOUKOBOU (pUiIbTpaiuu

CTD — cnekI-TpeKuHT dXoKapanorpadus

CIIJA — Coenunennsle lITatel AMepuku

TII — Tpeneranue npeacepaun

®B — ¢pakius BeIOpoca

OK — pyHKIMOHAIBHBIN KJ1ACC

®II — pubpunnsanus npeacepauit

XBII — xponuueckasi 60J1€3Hb MOYEK



XCH — xpoHuueckas cepJieuHasl HeJI0OCTaTOYHOCTh

XCHc®BJDK — XxpoHuyeckas cepaedHas HEAOCTaTOYHOCTh C COXPaHHOMU
dbpakiueit BEIOpoca

YO — ynapHblii 00beM

OKI' — anexkTpokapauorpadus

OKC — anekTprueckas KapaAuOCTUMYJISIIUS

Ox0KI" - axokapauorpadus



BBEJIEHUE

AmMunonno3 — 93T0 UWHOUIBTpATUBHOE 3a00J€BaHUE, MPU KOTOPOM
MPOUCXOUT OTJIONKEHUE (UOPHILIAPHOTO TIMKONPOTEHIa aMUJIOMAA B TKaHSX.
Crnenuguyeckoe  CBOICTBO  aMWIOUAa -  CIOCOOHOCTH K JBOMHOMY
JY4YEerpeOMIICHUIO, YTO TMPOSIBISIETCS CBEUYEHHEM B TOJSPU30BAHHOM CBETE
MpPEeIBApPUTEIILHO  OKpPAIIEHHBIX KOHTO-KPAaCHBIM IMpEnapaTroB aMuiouaa cC
U3MEHEHHEM KpacHOro I[BeTa KOHTO(QWIBHBIX AaMHJIOWIHBIX OTJOKEHUN Ha
s10709HO-3¢eeHbId  (Auxpou3M). B ocHOBe amuiiougoreHeza JEKHUT CHHTE3
OOJBIIOrO0 KOJUYECTBA HECTAOWIIBbHBIX OENKOB-NPEIIIECTBEHHUKOB, KOTOpBIE
arperupyrorcs ¢ obpazoBaHreM aMmiIougHON (GuOpusisl. KiroueBoe 3HaueHHe
UMEET AaMWJIOMJIOI€HHOCTh OCHOBHOTO OejKa-IpeaIIeCTBEHHUKa aMUJION/a,
cnequ(UYHOro JId Kaxaod (GopMbl aMUJIOWI03a, OOO3HAYEHHE KOTOPOro
MI0JIO’KEHO B OCHOBY COBPEMEHHOM KJlacCU(UKaLUU 3a00JIEBaHUS.

OTioxkeHue aMwiIonaa B TKaHW CEpJLa MPUBOIUT K Pa3BUTHIO aMWJIOMI03a
cepaua. ITo coBpeMeHHbIM NPEICTaBICHUAM, SABISIIOIIMMUCS OOIIENPUHATHIMHU BO
BCEX 3KCHEPTHBIX JOKYMEHTaX M KIMHUYECKUX PEKOMEHIALMSAX, COBOKYITHOCTb
U3MEHEHUN TKaHel cepAua 0Opu aMWIOWJI03€ CepAlla NPHUHITO Ha3bIBaTh
amunounuoit  kapaumomwuonatuen  (AK).  Cumraercs, dYro  aMUJIOWIHAS
KapAMOMHUOMATUS SIBISIETCA JTAJIOHHOM MOJENBI0 WM TPOTOTHIIOM (JaHHas
TEPMUHOJIOTHSI HUCHOJIb3YyeTCd B BHJI€ B3aMMO3AMEHSIEMBIX OMNpeIeSICHUN)
pectpuktuBHOM Kapauomuonatuu (PKMII). OgnHako, Ha ompeneneHHOM 3Tamne
dbopmupoBanus AK, oHa MOXET HOCUTh 4YepTbl, T.e. HMETb (EHOTUIl W
runeprpopuueckoii kapauomuonatun (I’KMII), uyro TpeOyer mnpoBeneHus
nuddepeHnaaIbHOr0 IUarHo3a ¢ 3TUMH 3abojieBaHusMH. B cepame amuionn
OTKJIQJIbIBAETCA HE BHYTPU KapJAUOMHUOIUTA, & B UHTEPCTULUU. DTO MPUBOAUT K
YTOJIEHUIO CTEHOK M HapyUICHUIO MPOLECCOB pacciaabieHus, YTO MPHUBOIUT K
HapyIICHHON AMACTOIMYECKON (YHKIIMM MHOKapJa, BIUIOTh 1O PECTPUKTHBHBIX
HapyumieHu. [IOCTENEeHHO MPOUCXOAWUT  OWIATAlMs JIEBOTO  IPEACEPIus,
dopmupyetcst gerounas runeprensus. [lo mepe mporpeccupoBanus 3a001eBaHUsS

Ha (oHe ymenbieHuss nonoctd JDK u  cHuWKEHUS €ro COKpaTUTENbHOM



CIIOCOOHOCTH  TSDKECTh KJIMHUYECKUX TMPOSBICHUN ycyryomsercs. Baumy
CHIWKEHHUSI  yJapHOro  oObeMa  MPUCOCTUHSIOTCS  CHUHKONAJIbHBIE U
MIPECUHKONANbHbIE COCTOSIHUA. OIHAKO B T€HE3€ ITUX COCTOSIHUM MOJXKET JIEKATh
KaK MOJIMHEWpomaTusi, TaK W HApyUIEHUS pPUTMA U MPOBOJAUMOCTH, KOTOPBIC
Hepenkn y mnamueHToB ¢ AK. KpoMe TOro, OTioKeHHME aMUIOHAAa MOXKET
MPOUCXOJNUTh U B KJIAMIAHHOM ammnapare CepAld, 4TO NPUBOAUT K Pa3BUTHUIO
HEJIOCTATOYHOCTH KJIAllaHOB, Yallle BCEr0 MUTPAIILHOTO M TPUKYCHUAAIBHOIO, a B
ciydaeM ¢ AT TRwt — k aopTaimbHOMY CTEHO3Y.

PacnpocTpaHeHHOCTh aMUJIOM/I03a OCTaeTcs JI0 KOHLA HE H3YyYEHHOMU.
Pa3nuuHble TUIIBI aMUJIOWI03a BCTPEUYAIOTCS € pas3inyHoil yactortod. Tak AL
amunonno3 Bcrpedaercs 8.9 cioyuaeB Ha | MmuH  Hacenmenuss B CIIA,
JOKJIaJbIBaeTCsl 0 2225 HOBBIX CIy4YaeB €XEronHo, npudeMm >30% mnporekaer ¢
dbopmupoBanuem AK. Ecnu roBoputh o aukom tume | TR amuioniosza, To OH
OCTaeTCs 3HAYMMO HEJOOLUECHEHHbIM B mnonyisuuu. Cpeau NalueHTOB,
TOCIUTATU3UPYIOMIKUXCS 10 MPUUYUHE XPOHUYECKON CEplIeUHON HEA0CTATOYHOCTH
C coxpaHHOH (pakuueii BeiOpoca jeBoro xenymouka (XCHc®BIDK), y 13% B
nanpHenmeM auarHoctupyercss AK, y 20-25% nroneit crapme 80 ner siBisieTcs
HAXOJIKOW IaTOJOr0aHaTOMOB, a B CaMOM CTapiled BO3PACTHOW TpYIIIE,
nanueHToB crapme 97 ner AK BwiaBisercs B 37% cnydaeB. HacnmencrBenHas
dbopma TTR amunonmosa BcTpeuaercs pexe 8.8 ciaydaeB Ha | MIIH HacesleHUs B
HEIHJCMUYHBIX paiioHax (Hampumep, Cununus) u 1 cioyqait vHa 1000 HaceneHus B
SHIAEMUYHBIX  pailoHax  (Hampumep, Ilopryramus). Takum  oOpazom,
pacnipoctpaneHHOCTh  AK, Kak  NOpUYMHBI ~ XPOHWYECKOM  CEepACYHOU
HenocratrouHocth ¢ XCHc®BJDK HenooueHeHa. PocT 4yBCTBUTENBHOCTH M
CreU(PUIHOCTH METOJOB BU3YAJTU3UPYIOIIMX METOJIUK TMO3BOJSIOT YBEIUYUTH
KOJIMYECTBO MAIIMEHTOB C MPABUJIBHO BHIHECEHHBIM JTUATHO30M.

[TocKOJIBKY aMMIIOW]T MOET OTKJIJbIBAaThCSl HE TOJBKO B CEPALE, HO H
JIPYTUX OpraHax U CUCTEMax, TO W MPOSBJICHUS aMIJION 1032 MOTYT Pa3HOOOPAa3HHI,
YTO TPUBOJAUT K OTCYTCTBUIO CIenu(uUeckoil KapTUHBI 3a007eBaHUS U

paCUIMPEHHUIO Kpyra Y3KHX Bpadeil-CHelualucTOB, K KOTOPHIM MPUXOIUT Ha



IpUEM MaLHUEHT ¢ aMuiIouao3oM. JlmarHoctuka AK Ao0bKHA 3akiatoyaTbCs HE
TOJNILKO B TMpOBeICHUU AUPPEPEHINATbHOTO JTUarHo3a | TMOATBEPKACHUU
JIMarHo3a, HO W B OIpPENECICHUU TUIla aMuWiouao3a. [IpuueM 3TO 4Ype3BBIYANHO
Ba)KHO, IOCKOJIbKY B apceHasle Bpaye MOSBUIUCH ClieHn(PUUECKUE MpernapaThl s
JICYEHUS TE€X WJIM UHBIX THUIIOB aMUJIOUA03a.

Takum oOpazom, AK sBisgercss mpoOiemoid, 3aTparvbaronieii HE TOJIbKO
KApUOJIOTOB, HO W CHEHUAIWCTOB JIPYTMX CHEUUAJIbHOCTEH: TEpamneBTOB,
HEBPOJIOTOB, '€MAaTOJIOTOB, TACTPOIHTEPOISIOTOB U OPTAIBMOJIOTOB. ONTUMU3AIUS
JMAarHOCTUYECKHUX U JIEYEOHBIX MOAXO0/J0B Y NAIMEHTOB JJaHHOW T'PYIIIBI TO3BOJIUT
HE IMpPOCTO YIYYIIUTh JUArHOCTUKY, HO M YMEHBIIUT CPOKH IOCTAaHOBKH
MPAaBWIBHOTO [IMAarHO3a, YTO IIO3BOJIAT KakK MOXHO paHbIlI€ Ha3HA4yaTh
cnenu(UUYecKyr0 Tepanuio, YyJIydlluB MpU 3TOM MporHo3 namueHTtoB ¢ AK.
OBnajeHue MPaKTUKYIOIUMHU BpayaMd HEOOXOJMMOI HoOBeHIied mHpopMalue,
Kacarolleics BCEro CreKTpa mpoodsieM BeaeHus nanuenta ¢ AK oT TuarHoCTHKY 110
Ha3HAYEHUs cenu(UYecKoro JIeUeHus, TUKTYeT HE0OOX0AUMOCTh €€ U3JIOKEHUS B

paMKax HaCTOSIIEr0 Y4eOHOTo Mocoousl.



I'JIABA 1. OGIIIUE BOITPOCHI U ITIOHATUSA

1.1 Knaccupurkauus aMHI0M1032

B ocHoBy coBpemeHHOM kiaccudukanuu amuiounnosza (BO3, 2016 r)
MOJIOXKEHA AMUJIOUJIOTEHHOCTh OCHOBHOTO Oe€lKa-IpealleCTBEHHUKA aMUJIOH/Ia,
cenupuyHOro ISl Kaxaou ¢opmbl amuiiongo3a. (tadn. 1). Bcero Beiaenstor
okosio 300 TUMOB amMWIOM03a, OJTHAKO HaWOOJIee YacTO BCTPEUAIOIIUXCS HE Tak
MHOTO, OHM M TpeJcTaBleHbl B TaOmuue. Kaxaplii TUI aMHJIONI03a UMEET CBOM
cnenupuyeckrie KIMHUYECKUE TMPOSBICHUS, YTO CJEAYeT YYHUTHIBATH IIPH

ITIOCTAaHOBKEC AHMAarHo3a.

Ta6auna 1. OCHOBHbIE THIIBI AMHJION/103a CeP/Ala U KIHMHUYEeCKHe 0COOEHHOCTH
Tun benok- IIpuunna ITopaxenue Ilonwu Tunuunas
aMIJIOUJ03a  TNPEIIeCTBEHHUK HapylIeHUH OpraHoB BO3pacT KIMHUYeCKast
(rozml) KapTHHA
AL CBobOoxHabIe nerkue | Juckpazus [Moukn Ob6a nona XpoHnYecKast
e mra3maruaeckux | Cepame >50 cepaeyHast
NMMYHOTJIOOYJIMHOB | KJICTOK [Teuens HEIOCTaTOYHOCTB C
BHC/ITHC MPU3HAKAMHA
TIOJIMOPTaHHOTO
TIOPAXECHUS,
BKJIIOYast
He(PPOTHICCKHIA
CHHJIPOM,
BEreTaTHUBHBIC
HapyIIeHHs
(oprocTarmyeckas
THITOTCH3HS,
Irapest),
nepudeprIeckas
MOJIMHEWPONaTHs,
MaKpOTJIOCCHS,
nepuopouTanbHas
nypnypa. Tspkenast
THIIOTEH3HS TIPH
npuemMe
nAIID/APA.
ATTRwt TpancrupeTux Bo3spactHeie Cepare Myx4auHB>KeHIUHB! | CHIDKeHHe
HapyUICHUsI >70 TOJIEPAHTHOCTHU K
CeKpennu ¢dusueckumM
TpaHCTUpPETHHA Harpyskam, rnorepst
TIEYCHBI0 BeCa, JKEeIyJJ04YHO-
KHUILICYHbIE
HapyIICHHS.
JleBo- n
MPaBOKEITYI0UYKOBas
3acTOMHas
cepaeyHas
HEI0CTaTOYHOCTH C
COXpaHHOM
CHUCTOJINYECKOI1
(dyHKIMEH ¢ IBHOM
JIMaCTOJIMYECKOM
TUCchYHKIUCH,
ApPUTMUHU.




CeMelHBIN aHaMHE3
T3C.

ATTRm MyTaHTHBIH Myranuu B reHe | HepBHas My>X9UHBI>KEHITUHEL | MemieHHo
TPAHCTUPETHH TPaHCTUPETHHA | chcTeMa’ >40P MPOTPECCUPYIOIAst
Cepama KIMHAYECKAS
KapTHHA
XPOHUYECKOU
CepIeYHON
HEI0CTaTOYHOCTH
(xax mpu ATTRwt) ¢
COIyTCTBYIOLIEH
nepudepuIecKom
MoJMHeHponaTuen

HapyHICHHUSIMH.
CeMeliHbIli aHAMHE3
HEBPOJOTUIECKUX
3a00JICBAHMIA.

AL: amunouoo3s, accouuupogannulit ¢ cuHme3om c60000HbIX 1e2KUX yeneil UMMyHo2100yaunos; ATTRwt:
mpancmupemunogulii amunoudos oukozo muna; ATTRM: mpancmupemunoswiit amunoudos, céazannstii ¢
Mymauyueil ¢ 2ene mpancmupemuna (cenemuueckuit); BHC: ¢ecemamuenan nepenasa cucmema; IIHC:
nepughepuueckan nepenaa cucmema; uAII@: unzudbumopsl anzuomenzunnpespauwjarouiezo pepmenma; APA:
anmazonucmol peyenmopoes anzuomensuna |\l; T3C: mynnenvnulit 3anacmuotii CUHOpOM;

2[1opaskeHne BereTaTHBHOI U NepudepuuecKkoii HEPBHOI CHCTEM MOTYT NPUBOAUTDH K CX0:KHM CUMIITOMAaM, YTO
u npu AL-amuionnose

®3agucut oT THNIA MyTanuH, y adpoamepukanues ¢ V1221 3a6os1eBanne MokeT MaHi(eCTHPOBATH B BO3pacTe
>60 Jer.

Bcero 9 amMuioumaoreHHbIX OENKOB MOTYT OTKJIAAbIBAThCS B MHOKAap/e,
NPUBOJS K pa3BUTHIO aMuiiougHoN kapauonatuu. AK npu AA amunounpose,
KOTOPBI pPa3BUBACTCS TPH XPOHUUYECKHX HWH(PEKIIMOHHBIX W aAyTOMMMYHHBIX
3a00JIeBaHUSAX pa3BHBAETCs HeudacTo, a Takue (opmer, kak AApPOAl, AApoAll,
AApoAIV, Ab2M, AFib, AGel penxo Bctpeuarotes. Kak npaBuiio, B mojie 3peHUs
KapJIMoJora MmomnajarT aBa Tuna amuionnosa: AL-amumonno3 u TTR-amumiono3
(ATTR), MMEHHO MpH OTHX THIAX AaMHIOKA03a Yallleé BCEro IPOUCXOIMT
nopaxxenue cepaua. Ha qomnto 3tux BugoB amunongo3a npuxoaurcs 98% scex AK.
B nepBomM citydyae mpoUCXOAUT OTIIOKEHHUE JIErKOM 1enu uMMyHoriaoOynuHa (AL)
u omnoxenue tpancrupernHa (ATTR). Kmuawmueckue dbopmbr AL-amumnongosa
OOyCJIOBJIEHbI ~€IUHBIM A3THUOJIOTHYECKUM  (akTopoM — B-numdouurapHoii
JTUCKpa3uel, xapakrepusylomieincs (GopMupoBaHHEM aHOMAJIBHOTO  KJIOHA
MJIa3MaTHYECKUX WM B-KJIETOK B KOCTHOM MO3re, KOTOpPbIE MPOIYIUPYIOT
aHOMAaJbHbIE WMMYHOIJIOOYJIMHBI, 00JaJaroliie aMWIOWIOT€HHOCThIO (JIETKUE
e MOHOKJIOHAJIFHOTO HMMMYHOTJIOOYJWHA, damie A, pexe «K-tuma). [lpum

ICPBUYIHOM AL-aMI/IHOI/II[OBC IJIa3MOKJICTOYHAasA AUCKpPa3nusad OTHOCUTCIBbHO Oonee
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no0poKadecTBEHHAss, B TO BpeMsi Kak mpu B-remoOmacto3ax (MHOXXECTBEHHOU
Muenome, Oonesnnm Bampmenctpema wu  Ap.) oHa o0namaeT MpU3HAKAMH
37I0Ka4e€CTBEHHOM OITYXOJIH. AHOMaNBHBIN aMUJIONTOT €HHBIH KJIOH
MIa3MaTUYECKUX KIETOK MOXKET (OPMHUPOBATHCA TaKKe W3 IIJIa3MOIUTOB,
JOKAIM3YIONIMUXCS BHE KOCTHOTO MO3ra, YTO MOJKET TPUBECTH K Pa3BUTHIO
JOKaJIbHOTO ammiiono3a. Hambomee pacnpocTpaneHHbIe JoKaabHbIe Gopmbl AL-
aMUJIONWI03a — aMUJIOHUJ03 Tpaxeu, OPOHXOB W TOPTaHH, MOYEBOTO ITy3BIpS.
BrisiBNIeHHE MIa3MOKJICTOYHON JMCKPa3HMH HEOOXOMWMO ISl JMArHOCTHKU AL-
aMIJIONI03a, a TakXKe IS OIEHKH ero pucka U Au(QepeHInanbHOrO AUarHo3a.
ATTR - amuwionmo3 MOXKHO pa3leliuTh Ha HACIEICTBEHHYIO ¢dopMy u3-3a
MyTaiuu B Mosiekyie tpanctupetua (ATTR-V) u «aukoro tuna» (ATTR-wt), B
KOTOPOM MYyTamus HE WACHTH(PHUIIMPOBAHA W OTIOKCHHUE aMIJIOWIA TPOUCXOIUT
BBHJIy BO3PACTHBIX HAPYIIEHUU CEKPEIMU TETpaMEPOB TPAHCTHPETHHA MEUYCHBIO.
B o0oux ciydasx TMNpOUCXOJUT pacmaa TETpaMepoB TPAHCTUPETUHA [0
MOHOMEPOB, OOJAJAIONINX BBIPAXKEHHOW KOH()POPMAMOHHOW HECTaOMIBHOCTHIO.
ATTR-amuionio3 SBISIETCS HEOOPATHUMO MPOTPECCUPYIOMIMM 3a00JIEBaHUEM C
BBICOKOUM CTEMEHBI0 WHBATUAN3AINN BCJICICTBHE TSKEIOTO TIOPAXKEHHUS cepiila,
nepudepudeckoil W/MIM aBTOHOMHOHM TmonuHekWponatuu. IlamueHTsl 0OBIYHO

ymuparoT B TeueHue 10-12 et ot nepBbIX NPOSIBICHU.

1.2 Knunu4yeckasi KapTuHa 3a00/1eBaHUsA

Eme pa3 creayer moauepkHyTh, YTO KJIWHWYECKAass KapTHUHA 3a00JIeBaHUS
Hocum HecheuuguuHnwlil XxXapakmep, TeM HE MEHee CJeAyeT BBIJCIATh JBE
IPpyNIbl  CUMIITOMOB: CEpJCYHBIE WM BHECEPACYHBIE, K KOTOPHIM TMPHUBOJUT
OTJIOXKEHHE aMIJIOU/]Ia B IPYTUX OpraHax.

CepaeuHble CHMITOMBI pa3HOOOpa3HbI: OT MUHHMAJILHON 0O0IIeH crabocTu
JI0 pa3BEpHYTOM KapTUHBI JeKkoMmrneHcupoBaHHo XCH.

K cepaedHbpIM CHMITTOMaM OTHOCST:

e (Omas ci1abocTh

e YTOMJISIEMOCTH
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e Ogppimka (MOXKET BapbUPOBATH OT OJIBIIIKU MPU (HU3UIECKON HATPY3Ke
JIO OJBIIIKU B TTIOKOE)

e [‘onoBokpykeHue

e [lepebou B paboTe cepaia

e CuHKONaJIbHBIC U MPECUHKOMATBHBIE COCTOSIHUS

e OTeKH HIKHUX KOHEYHOCTEH

Cpenn  BHECEpJICUHBIX MPOSBICHUNA  aMWJIOWI03a HAmOOJee  YacTo

BCTPCUAIOTCA:

e Jlucharus

e JlucnenTuyeckue MposiBICHUS (TIOHOCHI, 3a0OPhI)
e Ko’KHbIE BBICBIIIAHUS

e [Iporeunypus

e OHeMeHME NAIBLEB PYK U CTOI

e Makpormoccus

e CuHIPOM CyXOro riasa

e CuHAPOM 3aMsICTHOTO KaHaja

L4 OpTOCTaTI/I‘-ICCKaH T'HITOTCH3HUA

KOHTpOJIbHLIe BOIIPOCHI U 3a1aHUA

> W nhpoe

JaiiTe onpeneneHne aMmuiIona03a.

JlaiiTe onpeneaeHue aMUIIOUIHON KapAUOMaTHH.

YTo JeXUT B OCHOBE KIacCU(UKAIMU aMUIIon103a?

HazoBuTe OCHOBHBIE THIIBI AMWJIOMA03a, KOTOPHIE MPUBOAAT K PA3BUTHIO
aMUJIOUTHOM KapaAuonaTuu?

Onummre naToQU3MONIOrMUYeCKUe MEXaHU3MBbl, JIeKaluue B OCHOBE
aMUJIOUIHOM KapauonaTuu?

[lepeunciurTe OCHOBHBIE CUMIITOMBI AMWJIOUAHOW KapIMONaTHH.

Onumure Hambojee XapakTepHble KIMHHYECKHe mnposiBieHus AlL-
aMUJIONU103a.
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8. Kakme tunmer ATTR amunonmosa Beimenstor? B dem ux cymiecTBeHHas
pazHuna’?

9. Onumure Hambojee XapakTepHble KiuHUYeckue mposBieHus ATTR —
aMUIIOU103a.

10.Ilepeunciure OCHOBHBbIE KIMHUYECKUE BHECEpJCUYHBbIC IPOSBICHUS

aMMJIOna03a.
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I'JIABA 2. TUATHOCTUKA AMUWIOUIO3A CEPALIA

Jnsa mnocraHoBku auarHo3a AK B mepByro odepenp HeoOXxoauma
HAaCTOPO’KEHHOCTh  Bpada. Pa3zHooOpazHas M Hecneuugpuyeckas KapTHHA
3abosieBaHusl TpeOyeT BHUMATEIbHOIO cOOpa aHamMHeE3a, CEMEWHOI0 aHamMHe3a U
ocMoTpa nanuenTta. Jluarnoctuky AK MOKHO pa3zienuTh Ha ABa OOJIBLIMX dTama:
JIWAarHOCTUKA W TOJATBEPKICHHE HenocpencTBeHHO camou AK u ompenenenue
TUNIA aMWIouAHOro Oenka. KpoMe TOro, MOXHO BBIIEIHUTH [BE CTpAaTETUU
JMAarHOCTUKHU: MHBAa3UBHYIO, KOTOpPasl BKIIOYAET B ceOsl MpOBEAECHUE OMONCHH U
HEMHBA3UBHYIO.

OcHOBHBIE MapKephl, OO0JaJaloIIUe BBICOKOM YYBCTBUTEIBHOCTBIO U
CIenU(UIHOCTBIO (MM «KpacHbIE (UIarmy»), MNPy HAJTUYUU KOTOPBIX HEOOXOIMMO

3410 A03PpUTb aMHUJION 03, IICPCUNCIICHBI B Ta6J'II/II_[e 2:

Tab6anna 2. Kpacubie duiaru, no3pojsiioniye 3anoa03puTh aMHJI0HA03 cepana
Junarnoctuueckuit Crnenunduueckoe u3MeHeHHE («KpacHBIH (iary)

METOJ
CO6op aHamHesa TyHHenbHBIN 3aISCTHBIN CUHIIPOM (OHIaTepalIbHBIN) Y MOXKUIIBIX

MAIMEHTOB C COMYTCTBYIOIIMM YTOJIIIEHUEM MUOKAp/a MO TaHHBIM
sxoKapauorpaduu, ceMeinblii anamuaes Heiiponatuu uiau BCC.
JXKaoOb1 Ha cCeHCOpHBIE HAPYIICHUS TIPH TIEPUPEPUICCKOM
IIOJINHENPOIIATUH, IEHUCTYI0 MOYY WJIM KPOBOTEUEHHE

OKT’ Huszkuit BonpTaxk koMiiekcoB QRS mim HenmponopiuoHanbHO HU3KUI
BOJIbTQXK CTEINIEHH IpH cyliecTByomel runeprpopuu JOK

OKT’ [ceBnonH(papKTHBIE H3MEHEHUS TIPH OTCYTCTBUU 30H HAPYIICHHUHA
JIOKAJIbHOM COKPATHMOCTH I10 IaHHBIM 3XOKapauorpaduun

Oxoxapauorpadus Cummerpuunas ['JDK wnu (I'TDK) npu otcyTcTBUN a0pTaIbHOTO
CTEHO3a WJIM JUIMTEIBHO CYIECTBYIOIIEH apTepHaIbHON THIIEPTOHUHN

Oxokapauorpadus @B JIX B mpenenax HOpMalbHBIX 3HaYeHU, HO CHUXKeH GLS (cm.
TaKke puc. 1)

MPT TpancmypanbHoe UK cyOsHI0KapIMaTbHON O3 JHEe KOHTPACTHOE

ycuseHue ooaacty, tuddy3sHoe mpeacepaHoe Mo31Hee KOHTPACTHOE
ycunenue, [[DK mo3gHee KOHTpacTHOE YCUIIEHHE, CyOONITUMAaIbHOE

oOHyeHNE
MPT YBenuuenue 3Hadenuii T 1, yBenuueHue Gppakuuu
HKCTPAICIUTIOIIPHOTO 00beMa, oTek Muokapa (T2)
JlaGopaTopHsble Henponopuunonansao Beicokuii ypoBeHb NT-proBNP, noctosiHHO
UCCIICTOBAHMSI MOBBIIIIEHHBI YPOBEHb KOHIIEHTPAIMH TPOTIOHIHA TIPU OTCYTCTBHH

KOpPOHApHOT0 nopakeHus no qaHubiM KAT
BCC: snezannasn cepoeunas cmepmu; IKI': snexkmpokapouozpamma; I'JIK: zunepmpogpusn
neeo2o ycenyoouka; I'lIZK: zunepmpoghus npasozo sncenyoouxa; @B JIJK: ¢ppaxyus eviopoca
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nesozo acenyoouka; GLS (global longitudinal strain): noxaszamens npooonvnoi
cucmonuyeckoi oegpopmayuu neeozo rynceayoouka; MPT: macnumno-pe3onancnasn
momozpagusa; IDK: npaswtit sicenyoouex; KAI - koponapoanzuozpagusn

TakuM 00pa3oM, KpacHble (iaru NO3BOJIAIOT 3all0J03PUTh KaK aMWIONI03 B
obmem, Tak 1 AK B uwactHocTu. B Hacrosimiee BpeMsi BBICOKasl pa3peraromias

cnocobnocts Ox0KI™ 1 MPT cepaiia mo3BoisitoT ¢ O0JIBII0N TOYHOCTHIO TOBOPUTH

o Hainuuu AK.

Pucynoxk 1. Pa3peiB Ounenca. IlpusHak amunonnosa, B cpenHeM Ha 10 JieT mpenuiecTByomuin
MOSIBJICHUIO CEePICYHO-COCYIHMCTHIX MPOSBICHUN 3a0oieBanHus (HoTo — CBOOOMHBIN JOCTYN B
WntepHer).

Oxoxapouoepagpuueckoe ucciedosamue

ITpu OxoKI" BeisiBisieTcst yromamienue creHok JIDK u MIXKII, runeptpodus,
Kak IpaBwio cuMMmeTpudHas. Pasmepsl JOK ymeHbieHsl, a pasmepsl npencepau
yBenuyeHbl. Ha panHux cranusix 3a0oneBanus cuctoinueckas pynkuusa JDK ne
cTpagaeT, OJHaKo Mo Mepe nporpeccupoBanus 3adoneBanus OB JIK moxeT ObITh
cymecTBeHHO cHIDkeHa. Ctenku JIK umeroT crenupuyeckyro «CBETSIIYIOCS»
CTPYKTYpy. OTJIIO)KEHUE aMUIIONIa MOKET ITPOMCXOIUTh U B KJIAITAHHOM arapare
cepille, 4YTO MPUBOJUT K JUCPYHKIMM KIAMAHOB, Yallle MHUTPAIBHOIO H
TpukycnuaansHoro.  I[lpm  mpoBeneHMM — JONIUIEPOMETPUYECKOM — OLIEHKE

TPAHCMUTPAIBHOTO KPOBOTOKAa M MPHU MPOBEJECHUU TKAHEBOW IOMNIIEPOMETPHUH
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MUOKapa HaOJIOMAaeTCsl PECTPUKTHBHOE HAPYIICHUE TUACTOIUYECKON (DYHKIIUH
JIEBOTO JKEITyA0UKa.

Kpome Toro, cormacHo coBpemMeHHbIM pekoMeHaanusM 1o IOxoKI mpu
MOJIO3PEHUH Ha aMWJIOUI03 CepJlla B KauecTBe OJHOrO U3 auddepeHrnanbHO-
JMArHOCTUYECKUX METOJOB MpeJjiaraercsd HCIOJIb30BAHUE TEXHOJOTHUU CIEKJII-
TpekuHr osxokapauorpadpuu (CT3I, Speckle Tracking Imaging) c oneHkoi
nedopmaru Muokapaa. [IpumeHneHre HOBOM TEXHOJIOTHH CHEKI-TPeKUHT IX0KIT
MOMOTaeT B JUArHOCTUKE aMUJIOW[03a, KOrja HaOmrojaeTcs crenuduyueckas
XapaKkTepHas KapTHHA: CHIDKeHHE JMedopMariuu 0a3aibHBIX M CPEIHUX CETMEHTOB

JICBOTO JKETy04YKa ¢ COXpaHeHueM jaedopmarnuu BepXyku. (PucyHok 2-4)

Pucynok 2. Tpexmepnas sxokapauorpadus (3D-DxoKI'). AnmukanpHoe dYeTblpexKamMepHOE
ceuenne. Ha (oHe BbIpa)XeHHOr'O YTOJIIEHUS CTEHOK JIEBOTO JKENyl0ouKa. | mnepsxoreHHble
BKJTIOUEHHUS B MEXOKETYI0YKOBYIO TIEPErOPOJIKY — IIIBIOKK aMuiIona (yKa3aHbl CTPEIKaMH).
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GS=-7.2%

Pucynok 3. TexHonorus crekia-TpekuHr sxokapaunorpaduu (CTI): TpexkamepHOe anuKaaIbHOe
ceuenue. KapruHa TunuyHas A aMHUIIOMZ03a CEpAlla: BhIPAXKEHHOE CHMKEHHE AeopManuu
0a3anpHBIX U CPEJHHMX CETMEHTOB JIEBOrO Xenyaouka (O1eqHo-roixyOoi M po30BbIM LBETa) C
COXpaHEHHOM JledopManveil BepXyIIeYHbIX CErMEHTOB (KpPacHBIN 1IBET).

INF-LAT

Pucynok 4. Dxokapauorpadus mpu aMuiIonao3e cepana. a—b 'panymnspHas CTpyKTypa CTEHOK
JIEBOTO KENyAO4YKa C BBIPAKEHHOH rumneprpodueil, Haluyue NepuKapAUaIbHOTO BBINOTA.
®paknus BEIOpOca JEBOTO KeEIyJAouka coXxpaHeHa (C), IPOI0JIbHOE JBHKEHUE TIEPETOPOIKH 10
JIAHHBIM TKaHeBO#l pomrmieporpaduu cHikeHo (d). AHamu3 mpoaosbHO# aedopmalui B Tpex
aNMKAJIBHBIX IJIOCKOCTAX JEMOHCTPUPYET XapaKTEepHOE CHIDKEHHE NeQOopMaluu B CPeIHUX U
0a3ampHBIX CETMEHTAX B CPAaBHEHHH C COXPAHHOHN amMKalbHOU Nedopmanueit («Obluii riiazy)

(€)
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MPT cepoya c koumpacmuposaruem 2a0oJuUHUEM
Kaptuna amunounnosa cepaua npu MPT umeer xapaktepHbie 0COOCHHOCTH.
[Ipy  OTCpPOUYEHHOM  KOHTPACTUPOBAHMM  OMNpPEACNSIeTCS  IUPKYJISIpPHOE

CyOsHIOKapAaIbHOE HAKOIUIEHHE KOHTpPAcTHOTro mpemapara B muokapae JIK, a

TaK)K€ B HEKOTOPBIX CIy4asix MMPaBOro Kemynodyka u odoux npejacepauit (Pucynox

5).

Pucynok 5. A - xkuHo-MPT, omnpenensiercs runeprpodus muokapaa JOK. b — orcpouennoe
KOHTPAaCTUPOBAaHUE, IUPKYISIPHOE CyOdHAOKApAHAIbHOE KOHTpacTHpoBaHue Muokapna JIK u
IDK.

Jlanee W3JI0KEHBl T€ METOAbl JUArHOCTUKH, KOTOpBIE OTHOCATCA K
HEMHBA3MBHOMY TMArHOCTUYECKOMY 3TaIly, U KOTOPbIE MOTYT MPUOIM3UTh Bpaya K

OIIpCACIICHUIO THIIA aMUJION1034a.

JlabopamopHas ouacnocmuka

C 1menp0 MCKIIOYEHUS MOHOKIOHAJIBHOW JUCKpPAa3MM M TIOCTAHOBKHU
nuarfoza AL-amuiongo3a mpoBoasT dieKTpodopes OenKoB ¢ UMMYHODUKCAITUEH
CBIBOPOTKH KPOBM M MOYHM Ha HajJWM4ue CBOOOMHBIX II€TIed MMMYHOTJIOOYJIMHOB.
UyBCTBUTENBHOCTh TECTa Ha ompeaesieHne cBoOomubix serkux temnend (CJILI)
UMMYHOTJIOOYJIMHOB B CBIBOPOTKE KpOBM W MouM cocTaBisieT 99%. BaxHo
NOJYEPKHYTh, YTO 3JeKTpodope3 OENKOB CHIBOPOTKM KPOBM M MOYHM BCErja
JOJKEH COMPOBOXKIAThCSI UMMYHO(UKCalen 1 yBEIMUEHUS! YyBCTBUTEIHHOCTH
uccienoBanus. Ilpu  uHTeprnpeTanuu  HU3KOTO  YPOBHS ~ aHOMAJIbHBIX

MOHOKJIOHAJIBHBIX aHTUTCII WJIX CPCAHUX 3HAYECHUN COOTHOIIICHMUS KaHHa/J'IﬂM6I[a
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1erneid MOTyT OBITh JIO)KHOOTPHIIATEIILHBIE M JIOKHOIOJIOKHUTEIBHBIC PE3YIIbTATHI,
nockonpky y mnanueHToB ¢ XbBIl mpu CcHMWKEHHH CKOPOCTH KIyOOUYKOBOM
bunpTpanmu (CK®) ymensiiaercss mouyeyHbld kinpeHc nonukinoHanbueix CJIL u
BO3pacTtaeT X CbIBOpoTOuHass KoHueHTpauus. CoorHomenne CJIL Ttaxxke
u3Mensiercst mo mepe cHmwkenns CK®, HO Takxke 3aBUCUT OT MPOBOJMMOIO TECTa
Ha BBIABIICHUE JICTKUX Ierneld ummyHorno0ymuHoB [Free light tect (Binding Site)
wm N latex tect (Siemens)]. ITpu ucnonszoBanuu N latex tecra cootHoeHne
JETKUX 1ened HMMMYHOIJIOOYJIMHOB yMeHblnaercs mno mepe cHikeHuss CKO,
OJIHAKO JI0 CHX MOp He ycTaHOBJIeHO cooTBeTrcTBUE cooTHOomEHUs CJIL u CK®. C
JIpyro CTOPOHBI, NMPU TPUMEHEHHWW dalle Hcmoib3yemoro tecta Free light,
cootHomenne CJIL] yBennuusaercs no mepe cHrkeHuss CK®, n cooTHomieHue B
npenenax 0,37 — 3,1 cuntaercss HOpMalbHBIM 3HaueHHWEM y manueHToB ¢ XbII.
PedepencHrie 3HaueHus1, npuMeHsembie coriacHo TskecTd XbBII orcyTcTBytoT. Y
naiueHToB ¢ ymepenHoi XbII (camxenune CK® <45 mu/mun/1,73m2 no dpopmye
CKD-EPI) B coderanuu c OTpHIATETBbHBIMU pe3yJbTaTaMH TMPU MPOBEICHUH
aeKTpodope3a CBIBOPOTKH KPOBU/MOYM ¢ UMMYHO(DHKCAIMEH U C COOTHOIIICHHUEM
CJIL no 2.0 moxeTr ObITh PACCMOTPEHO Kak BapuaHT HOpMbI. ClieqoBaTENbHO B
psijie ciaydaeB MOXKET MOTpeOoBaThCsl KOHCYJIbTAlLlMs FeMaToora.

Kpome Toro, o6si3arensro onpenenenne ypoBas NT-proBNP u tponionnna B
CBIBOPOTKE KPOBH, MOBBIIIEHHE KOTOPBIX MIOMOTaeT HE TOJbKO B JHMArHOCTUKE, HO
¥ B MOHUTOPUPOBAHUH dPHEKTUBHOCTH JICUCHUSI.

K naGopaTopHbIM MeTOIaM HCCIEAOBaHUS OTHOCUTCS W TEHETHYECKOe
ucclieIoBaHue, akTyanbHoe st auarHoctuku AT TR-m tuma. DTo ucciaenoBanue
MO3BOJIIET BBISIBUTh HAJIMYME MYTAIlMM B TE€HE TPAHCTUPETUHA C LEJIbIO
mudepeHInanbHOl  TUArHOCTUKU TEHETHYeCKUX U «aukux» (opm ATTR
amunongo3a. Upe3BblualiHa Ba)KHA POJIb 3TOTO HCCIEIOBAHUS JJISl BBISIBICHUS
MyTalliil y pOJACTBEHHUKOB MAallMEHTA C LEIbl0 paHHed nuarHoctuku ATTR-m u

pa3pabOTKH MHAUBUIYATLHON IPOTpaMMbl HAOIIOACHUS 32 HUMU.
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Cyunmuepagus muoxapoa

Brinonuenue cuuHTUrpadumn MHUOKap/ia Cc OCTEOTPOIHBIMU
pamuodapmnpenaparamu  (PDII)  pekomenayercs Uil  HEWMHBAa3MBHOMU
Bepudukaruu ATTR-amunongos3a y NaiyeHTOB ¢ UMEIOUIUMHUCS XapaKTEPHBIMU
MpU3HaKaMHu amuiionio3a cepana mo ganubiM OXoKI™ u/unmu MPT. UccnenoBanue
IPOBOIUTCA ¢ OJHMM M3 cieayromux POIT: ®MTc-nupodocdar (PYP, nauGonee
nocryned B Poccum), PMTc-merunen-mudocdonar (MDP), *®"Tc-ruapoxcu-
MeTWIeH-1udochoHaT (HDP) u 9¥MT¢-3,3-audochono-1,2-mponano-
kapOokcuioBass kuciora (DPD), wucnons3yempix B ocHOBHOM B EBpome.
WNurencuBHoe HakoruieHue 3tux POIl B muokapae cnemudpuuno st ATTR-
amuiiono3a, npu AL-aMuiIon103¢ OHO OTMEYAaEeTCs JHIIb Y TPETH MalMEHTOB H
XapaKTEepU3yeTCd MEHBIIEH HWHTEHCUBHOCTBIO BKIIIOYEHHsS. MEXaHW3M Takou
n30UpaTENbHOCTH JI0 KOHIIA HE M3YyYeH, €€ MOXKHO YaCTUYHO OOBSICHUTH
pa3IMYHbIM KOJIMYECTBOM MOHOB KaJlbLIMsl, TOCTYIHBIX 15 cBsi3biBaHus ¢ POIl y
ATUX JIBYX TUIIOB aMUJIOU]IA.

CuunTHurpaduyeckoe uccieoBaHue JTOKHO BKIIOYATh B ce0s MPUIICIIBHOE
MJIaHApHOE WCCIIeI0BaHUE U OJHO(POTOHHYIO SMHCCHOHHYIO KOMIIBIOTEPHYIO
tomorpaduto (ODKT) cepana uvepe3 2-3 waca mocie uHbeknmuu POIL Ilpu
IJJAHAPDHOM HKCCJIEIOBAHUU B TEPEIHEN MPOEKIHH OLEHUBACTCA OTHOILICHHE
WHTEHCUBHOCTH CYeTa B 00JIaCTH cep/illa MO0 OTHOILICHUIO K KOHTpajaTepaibHOMN
CTOpoHe, 3HaueHwe =>1.5 sBusercs xapaktepubiM i ATTR-amumiongosa.
Tomorpaduueckoe uccieroBaHre HEOOXOIUMO JIJIsl TOATBEPKICHUSI HAKOTLICHHUSI
POII B muokapne, a HE B MOJOCTIX Cepla, MPU OTOM PEKOMEHIYETCS
comenienne ¢ gaHHbiMu KT (OOKT/KT) nns OGosee TOYHOW JOKaJIM3aIUu.
Ouenka MHTEHCUBHOCTH HakoruieHuss PDII B Muokapae BBIOIHSAETCS MO IIKaJe
Perugini: Grade 0 — orcyrcTBHe HakomieHus B Muokapiae, Grade 1 — Buaumoe
HAKOIJICHUE, €r0 WHTEHCHBHOCTh HIDKE, YeM B KOCTHBIX CTpyKTypax, Grade 2 —
WHTCHCUBHOCTb HAKOIUJIEHUS CpaBHUMa C KOCTHBIMH CTpykTypamu, Grade 3 —
WHTCHCHUBHOCTh HAKOIUICHHWS BBIIIE, YeM B KOCTHBIX CTpyKkTypax. Grade 2-3

sBisieTcs XxapaktepHbiM 1t AT TR-amunonnosa (Pucynok 6).

20



5-AC-51

CumHTUrpadua KT O3KT O3KT/KT

Grade 0

Grade 1

[ TRANS-AC-51

Grade 2

RECONTOMO | SAX-AST-AC-RST
12/1972020

Grade 3

Pucynoxk 6. Bapuantsl HaxomneHuss octeorponHoro P®II B cepaune mnpu mnposeneHuun
CHMHTUTpapUM MHOKapAa B MLeNIX JMAarHOCTHKM amwmwionno3a. Grade 2-3  sBisgercs
xapaktepHbIM Juist ATTR-amunonnosa.

CorinacHO KOHCEHCYCHOMY aJITOPUTMy HEUHBA3UBHOM  JMAarHOCTUKH
amuionno3za cepama (Dorbala et al., 2019) y mamueHTOB ¢ XapaKTepHBIMHU
npu3zHakamMu amuionio3a 1o gaHHeiM OXoKI'/MPT, Grade 2/3 nmo ganasim OOKT
n 0e3 KIOHAJNBHBIX a”HoMmanuii guarHo3 ATTR-amumionmo3a MOXKET CUMTATHCS

YCTaHOBJICHHBIM O€3 TTPOBEICHMS OUOTICUH.

30JI0TBIM CTAHJIAPTOM B JUArHOCTUKE U TUIHMPOBAHUU aMHUJIOU]I03a
SIBJISFOTCSI MHBA3WBHBIE IMATHOCTUYECKHE METOMUKH. X mpoBeaeHne Heo0X01MMo
IPU COMHUTEIBHBIX pe3yJbTaTax Ja0OpaTOPHON NMUArHOCTHKU M CHUHTUTPApUU.
Tak, Hanpumep, MpU OTPULIATEILHOM PE3YJIbTaTe CUUHTUTPA(PUU U OTCYTCTBHH

AHOMAJIbHBIX MOHOKJIOHAQJIBHBIX AHTHUTCII WKW IIpH O6OIOI[OHOJIO)I(I/ITCJ'IBHBIX
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pe3ynbTaTax 3TUX HCCIEIOBAHUMN CIIETyeT pacCMaTpUBATh MPOBEACHHE OWOTICHUU
nopakenHoro oprana (mpu AK 3T0 sHmomMmokapauanbHas OWOICHS) WIH
MOJKOKHO-)KHUPOBOM KJIETYATKH C TOCIEAYIONIMMHU HccleqoBaHusMu. [lpu
MPOBEJCHUU DHIAOMHOKApPAUAIBHON OHONCUU OOHAPYKUBAIOTCS  OTJIOKEHHUS
amuiouja nocie okpamuBanus KoHro-kpacHeiM. JlJis TUIMPOBAHUS aMHIIOUI03a
30J10ThIM SABIISIETCS METOJ

CTaHdapTOM MacCC-CIICKTPOMCTPHH,

HMMYHOTHCTOXUMHNYICCKOC HCCICAOBAHUC 500041 HMMYHOJJICKTPOHHAsA
MUKPOCKOIIHUA. OI[H&KO CYIICCTBYIOT TCXHUYCCKHUC TPYAHOCTH JII PYTHHHOI'O HUX
IIPUMCHCHUA.

Anroputm nnarnoctuku AK npencraBieH Ha pucyHke 7.

TN

WcknroueHsl: apTepHansHan rMnepTo=me
IHLOKPHHHBIE HEDYWEHKE, MOWMEHEHHE
Npenaparos (CTepoMaL!, TAKDOAMMYC
rMADOKCHXAODOKMHE], TKMI, AC,
OCTOPOMHOCTE NPW COMYCTCTEYIOWEeM
AC.

CucTeMHEBIE NPOABAEHMA
HedpoTtuuecknid curgpom
BereTaTMEHEIE HEDYLIEHMUA

T3C

Hapywenua KT

MNepnbepuueckan NonMHERPONaTHA

CepgeuHsie CHMNTOMB!

XCHc®B

AucnHos, oTéx

HeobbRcHMMAaR yoTanocTs
Yuawenroe cepauetuenwe (OT/HXT)
CrHxons

A 4
O6HapyXeHWe TUNUYHBIX NpU3HakoB No ganHeiM KT, 3xoKl n/uan MPT cepaua (kpacHbie

e

I'Ipone,qeuue CL{HHTHTPEIqJI"IIII + CKPWHWHI Ha Ha/IM4YHMe MOHOK/MOHA/MBHBIX Bbenkos?

W W o
Hakonnenna wet (crenens 0),
NONOHHMTENBHEIA CKPUHMHT
BepoaTtho Hannuwe AL-
aMWAOWL033

Hakonnenwe PPI1 =1
CTENEHWN £ MONOMHTENBHEIA
CKPUHMHT b

Tpebyerca gansHedwes

BuipaxketHoe HAKONNEHWE
PPl =2 crenenm +
OTPULATENLHBIA CKPWHWUHT
ATTR amunongos cepaua

Hakonnexwna net (crenexs D),
OTPULATENLHBIA CKPUHWHT

Hanwuue ALATTR ammnnongos
ME/0BEPOATHO

MoeTopHoe paccmoTperue
WHBIx awarsosos: TEKMI,
HACASACTEEHHBIX
METABO0ANYECINC MK
MUTCXOHAPWANEHEX GonesHeH,
BPOXAEHHEN CHHADOMOE

Hanpasnesme & remaTonorv
ANA NpOBEAEHWA Buoncuu
KOCTHOTD MOSTE WA
NOAKOMHO-MUPOSOR KNETYATKW
FME Takxe momeT GuiTe
HeoBxoAWMa ANA YCTAHOBAEHWA

npoeegexwe 3IME ¢ MINX [« MC)
BosmomHo Hamwume ALFATTR
AMHNOWA033 W ap. THnos (A4
Adpol).

PaccmoTtpers ATTR ¢
conytcTeyrowed MIHD [£20%)

Heobxoaumeo nposegstne
CEKBEHMPOEaHAA reHa TR gna
AvddeperancHoM
Avardoctmcn ATTREm u ATTRwt,
Pacwupure nepeuets, ecan
HEOBNOAMMO MOIFYKMTE

AWarHosa rue dopms TKMIT,

L MNpwn coxpanennn comuennit cromT paccmoTtpets 3MB ¢ MTX/MC ana wocnouedna w/mam TMMMPOBaHKMA aMWNIONK03A

PucyHnok 7. AIropyuT™ JUarHOCTUKU aMUJIOM103a CEpILIa.

2 gcciiefoBaHNe CHIBOPOTKH KPOBH HA HAJM4YHe CBOOOIHBIX JIETKHX Lemeii, ncciieoBaHue
CHIBOPOTKHU KPOBU/MOYH C MOC/AeYIOIIeil UMMYHO(pUKcAIUEH

b o cucreme IMepymsxunu crenens 1 Wim 2 NpH OTCYTCTBHH/HAIMYHH MOJIOKHTEILHOIO
ckpuHuHra Ha AlL-amuiaounno3, creneHb 3 npH NOJ0KHUTEIbHOM CKpPUHMHre Ha AL-
aMHJION/103

XCHc®B: xponuueckas cepoeynas HedoCmamouyHoCmb ¢ COXpauHou gpakyuei eviopoca; PII:
Qubpunnayus npedcepoui; HIKT: naoxcenyoouxoeas maxukapous, T3C: myHnHenbHbIl
sanacmuoiil  cunopom; KKT: ocenyoouno-kuweunsii. mpaxm,; [JDK: eunepmpogpus nesoeo
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acenyoouxa, I'KMII: ecunepmpoguueckasn xapouomuonamus;, AC — aopmanvHulil cmenos; IKI
anekmpokapouoepagus;,  IxoKI:  sxoxapouoepagpus;,  MPT:  macHumHo-pe3oHaHCHAs
momoepagusa; AL: amunouoos, accoyuuposamHvlil ¢ CUHME30M C80DOOHLIX Ne2KUX yenetl
ummyrnoenooyiunos;, ATTR: mpancmupemunosoiti amunoudos;, ATTRWL: mpancmupemunoswiii
amunoudo3 ouxoeo muna, ATTRM: mpancmupemunosvii amunoudos cenemuyeckuti, AA:
AMUIOUO03, ACCOYUUPOBAHHBIU C CUHME30M amunrouonozo A-npomeurna;, AAPOIl: amuroudos,
accoyuupoganuwlii ¢ cunmezom anonunonpomeuna Al; IMB: snoomuoxapouanvhas ouoncus;
HUT'X:  ummynoeucmoxumuyeckoe uccieoosanue, MC: macc-cnekmpomempus, MIHI:
MOHOKIOHANbHAS 2ammanamusl HesicHo2o cenesa, 11R: mpancmupemun

KOHTpOJIbHLIe BOIIPOCHI U 3aIaHUA

1. Onpenenure ABE CTPATETUU IUArHOCTUKU aMUJIOU103

2. Onummre ocoOeHHOCTH cOopa aHaMHE3a Yy TMAalHUeHTOB C aMUJIOWTHOU
KapJuOIaTHUEH.

3. Kakue MHCTpyMEHTalIbHBIE MCCIIECIOBAHUS MPUMEHSIOTCS ISl TTOCTaHOBKHU
nuaraosza AK?

4. TlepeuucnauTe KIMHUYECKHE W JAOOPATOPHBIE «KpaCHbIE (uiarn», KOTOpbIe
MOTYT HaTaJIKUBATh KIIMHUIIMCTA Ha MBICJIb O HAJTMYUHA aMUJIOM1034.

5. Ilepeuncnure KIMHUYECKHE, JIAOOpaTOpHbIE U  UHCTPYMEHTAJIbHBIE
«KpacHble (aru», KOTOpble MOTYT HaTaJKUBaTh KJIMHUIUCTA Ha MBICIb O
Hammunu AK

6. Onummre ocobennocty IxoKI" kaptunsl y manuenrta ¢ AK.

7. Onumure ocooeHnoctd MPT kaptunsl y nanuenta ¢ AK.

8. KakoBa ponb cuunturpadguu muokapna B auarHoctuke AK? u kakoro
uMeHHO Thna AK?

9. Jlaifte onieHky ytabopaTopHoit nuarnoctuke AK.

10.KakoBa poJib omnpeaesneHns HaTpUilypeTHUeCKUX MENTHA0B U TPOIIOHMHA B
nuarmoctuke AK?

11.Onummte anroputm auardoctuku AK.
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I'JTABA 3. JEYEHUE AMAJIOUIHOM KAPJTUOIIATHH

B neduenun AK MOXHO BBIACIUTH JBE CTpaTEruu: CHUMIITOMATHYECKOE
JedyeHre M crnenuduueckoe JedeHue (mpoBeleHue 00Jie3Hb-MOAUPUIUPYIOIIEH
Tepanuu), HANpaBICHHOE Ha TMPEKpalleHue WM 3aMEIJICHUE OTI0XECHUS

aMuJIonaa.

3.1 Cumnmomamuyeckas mepanus

[Ipu pazsutuu aBjgeHuit XCH HeoOX0aUM KECTKUM KOHTPOJIb 3a MUTHEBBIM
pEeKUMOM M TUAPOOANAaHCOM, TAUMEHTaM HEOOXOJMMO PEKOMEHAOBATh
OTpaHWYCHHE MMOBAPEHHOW conu. [Ipy mosiBIEHHH OTEYHOrO CHUHApPOMA IMOKAa3aHa
Tepalys MNETICBBIMUA JUYPETUKAMH COIJVIACHO HMMEIOIIMMCS PEKOMEHIALMAM 10
neuennto XCH. K coxanenuto, naxe npu cHmkenHod @B JDK cnennduunocTs
U3MEHEHUU reMOJIVMHAMUKHU TpeOyer OTMEHBI 0eTa-0J10KaTopOB,
NAIID/APA/APHU. Tpaucrma"Tamnus cepaia U UMILIAHTUPYEMBIE YCTPOMCTBA
UCKYCCTBEHHOIO  KpOBOOOpalIeHUs TakKe€ HMMEIOT psAl  CYLIECTBEHHbBIX
OTPaHUYEHUN U MOTYT paCCMaTPUBATHCS B KAXKOM OTIEIBHOM CIIydae.

CymiecTtByeT U crienu@uKa 1 B HA3HAYCHUU AHTHAPUTMHYECKOH Tepanuu.
OuOpuUISIIUSA TpeAcepanuid SBISETCS YacThiM ociokHeHneM AK, mocKoibKy
PECTPUKTUBHBIE HApYyLIEHUS W BBICOKOE BHYTPMIKEIYIOYKOBOE JIABJICHUE
NPUBOAUT K JWIaTalMy JIEBOTO NPEACEPAUs, JaHHBIE T'e€MOAWHAMHUYECKHUE
WU3MEHEHUs NOAJNEPKUBAIOTCS U OTVIOKEHHEM aMUIIOMJA B TKAHWU IPEICEPIAUN.
JKenmynoukoBble HapylmleHHs pUTMA TakXke Hepeaku y mnanueHTtoB ¢ AK.
[IpenapatroM BbIOOpa [JIs1 AHTUAPUTMHUYECKON TEpanuu SBISETCS aMHUOIApOH.
VY nepxxanue cunycoBoro putma npu @I npeanoyTuTenbHO 1 TAKUX MalUEHTOB,
OIHAKO DJICKTPUYECKAasl KapAHOBEPCUS CONPSDKEHA C  BBICOKUM  PUCKOM
OCJIOKHEHHMM, a JaHHbIE II0 KaTETEpHbIM METOAAM JICYEHHs Yy IAaIUEHTOB C
aMIJION/103a TPOTHUBOpeUYuBBbl. Takke ciaeayeT ¢ 0co0Ol OCTOPOKHOCTBHIO
NPUMEHATh JUTOKCUMH y manueHToB ¢ Taxudopmamu ODII/TII. Pexomenayercs

UMIUTAHTalUsl KapAuoBepTepa-AePuOpmIIITOpa TOJIBKO B KayeCTBE BTOPUYHOMN
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npoUIaKTUKK, TMpPUYEeM TNPUMEHEHHE  TPaHCBEHO3HOTO  KapAHOBEpTepa-
nedudbpuIIIATOpa IPEANOUTUTEIbHEE UMILUIAHTAIIUHU TIOIKOKHOTO.

[Ipy mosiBneHUM HApPYIIEHUH NPOBOAMMOCTH IOKA3aHHUS K UMIUIAHTALUU
AIEKTPOKAPIUOCTUMYJISATOPA SBIIAIOTCS KJIACCUYECKUMU. Takke KIIacCHYECKHUMHU
OCTaIOTCA MOKA3aHUs U JJI1 pECUHXPOHU3UPYIOIIEH Tepanuu TOJIbKO IIPHU YCIOBUU
BBICOKOI'O 0’KHMJJaEMOI0 ITPOLIEHTA CTUMYJIALIHH.

. [Tpu BEICOKOM pHUCKE — TE€panus COTIACHO PEKOMEHIAINSIM

. AntukoarynsaTHas tepanus (AKT) npu dbubpuuisiiuu npeacepaui,
B HEKOTOPBIX ciryyasx cTouT paccMorpets AKT npu cunycoBom putme

. AKT npoBoautcst BHE 3aBUCUMOCTH OT pucka mo mkaine CHADS-
VASC.

IIpu ATTRwWt MokeT pa3BHBaThCS AOPTAJIbHBIA CTEHO3, NMPUYEM TsDKENas
CTENEHb CTE€HO3a MOKET 3HAaYMMO YXyALIaTh NPOTHO3 MalueHTOB. BapuanTom
IPOBEJCHUS ONEPATUBHOTO JIEYEHHs] B JAHHOM Cllyyae CJIEIyeT paccMaTpHUBaTh
TPaHCKATETEPHOE MPOTE3NPOBAHUE AOPTANBHOrO KiamnaHa. Bmecre ¢ Tem cnemyet
y4UTHIBaTh, uTO coueranne ATTR amwmionmoza u aopTaabHOr0 CTEHO3a
3HAYUTENFHO YBEIMYUBAET PHUCK PAa3BUTHS AaTPHUOBEHTPHUKYJISIPHOW OJOKaIbI,

Tpedytromen nmriantaiuu OKC.

3.2 bone3nv-moouguuupyrowas mepanus

JlaHHBIA BUJ Tepanmuy 3aBUCUT OT THIIA aMWJIOHI033a, UMEHHO IO3TOMY
KpaiiHe Ba)KHO HE IMPOCTO MOCTABUTh JHUArHO3 aMUJIOWI03a, HO M MPOBECTH €ro
TUITUPOBAHUE.

AL-amunouoos

Jleuenne AlL-amumiongosza — 3ajgaya MyJbTUIMCUUIUIMHAPHOW Opuranod BO
rJIaBe ¢ TEeMaTOJIOTOM-OHKOJIOTOM. JIedeHne Takoro marpeHTa JOJDKHO TTPOXOIUTh
B CITCIIUATM3UPOBAHHOM IeMaToJIOTHIECKOM cTtannoHape. OcHOBHOM jeueHus AL-
aMHUJIONI03a SIBJIACTCS JJIMMHUHALMS aMHJIOMJIOTCHHOI'O KJIOHA IUIa3MaTHYECKUX
KJIETOK KOCTHOro Mmo3ra. [lociae JOCTHXKEHHsI TeMaTOJOTHYeCKOH PEMHUCCHH

NpOBOJAT MHPOTHBOPCHUIMBHOC JICUHCHUEC B TCUCHHME HC MCHCC 12 MCCALICB.
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Tepanueit mnepBoil JMHUM SBJISIOTCS KOMOWHUPOBAHHBIE CXEMbl HAa OCHOBE
oopTezomuba, HampuMmep, TPEXKOMIIOHEHTHas cxema: Ooprte3zomub® 1,3 mr/m 2
BHYTPHUBEHHO WU MoJakoxkHo (1, 5, 8 u 11-i1 quu nukia), mendanan 0,15 mr/kr
BHYTpH (¢ 1-ro mo 4-it nenp) u aekcamera3on 20 mr/cyt BHyTph (1, 5, 8 u 11-i
nun). He menee addpextrBHa cxeMa Tepanun mendananoM (BHyTps 0,15 mr/kr ¢ 1-
ro 1o 4-if aeHn) U aekcameTazoHoM (BHYTph 20 mr/cyt B auu 1-4, 9-12 u 17-21)
KaKaple 4-6 Henenb. Y TsDKENbIX OONBHBIX C JEKOMIICHCHUPOBAHHOM CEpIeYHOM
HEJIOCTATOYHOCTBIO MOXET MPUMEHSTHCS cXeMa Tepanuu MeldanaHoM (BHYTPhb
0,15 mr/kr ¢ 1-ro no 4-it nuu) u npeaHu3010HoM (0,8 Mr/kr ¢ 1-ro o 7-i JeHb).
Kapauonor AomKeH OCYyIIEeCTBIATh KAapAUOJOTMUECKHI KOHTPOJIb BO BpeMs
MIPOBEICHUS] XUMUOTEPATTHH.

AA-amunoudos

[enbio Tepanuu AA-amMuIon103a SIBISETCS MOJaBIECHUE MPOAYKIIMH OeKa-
npeamecTBeHHuKa SAA. DTo  JOCTUraeTcs MyTEM JIEUEHHS OCHOBHOIO
3a00J1eBaHUsl, HA3HAYEHUEM IMPOTUBOBOCHAIUTEIBHBIX CPEACTB. DTO MO3BOJISIET
YMEHBIIUTh KJIMHUYECKUE TMPOSBICHUS W TPEAOTBPATUTH IMPOTPECCUPOBAHUE
3aboneBanusi. Kpurepuem >(PGEKTUBHOCTH SIBISETCS HOpMAalU3alMsl MapKepOB
BOCITAJICHHUSI.

Crneuuduyieckas MpOTUBOBOCTIAIUTENbHAS 1 UMMYHOCYIIPECCUBHAS TEPaIUs
3aBHUCUT OT OCHOBHOW MpuyuHBI 3a0oJjieBaHusl. CyIlIeCTBYIOT pa3UYHBbIE CXEMBbI
npuema  uHruOutopoB  ®HO-0,  wunHrubmropoB - WMJI-6,  komxuiuHa,
UMYHHOCYITPECCOPOB.

ATTR-amunouoos

[TosiBuBILIMECS] B HACTOSIIIEE BPEMsI HOBBIE TE€PANEBTUUYECKUE BO3MOKHOCTH
MOTYT KapJWHaJbHO W3MEHUTHh CyabOy marueHTta. boie3nb—Moauduimpyromnas
Tepanus J0/HKHA ObITh HauaTa HA PAaHHHUX CTAJAMSIX Pa3BUTHS HEBPOJOTUUYECKUX H
KapIMOJIOTHUECKUX TPOSBICHUN TTOCKOJIbKY Ha JJAHHOM CTa iy OHAa MaKCUMAaJIbHO
addexTrBHA. DTOT BHUJ TEpalud MNPUBOAUT K YMEHBIIECHHUIO MYTHPOBABIIETO
(TpaHCTUIaHTAIMS TI€YEHH) U OOIIET0 TPAHCTUPETHHA (TeHETUYECKUE CalICHCEPHI:

NMaTUCUpPaH, HWHOTepceH, ByTpucupad, [ITR-LRX) wumu  crabumusupyer
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[UPKYJIUPYIIHNE MOJIGKYJbl  TpPaHCTHpETWHA (cTabuimu3atopel:  TadaMuaIuc,
nudIyHUCaNl, aKOpaMUINC), MIPEIOTBpaIlas UX TUCCOLMALMIO WM pacIIeTICHUE
Ha aMWJIOUJOTEeHHbIE (PparMeHThl. BOIBIIMHCTBO MpenapaToB B HACTOSIIEE BpeMs
POXOJAT CTAIUI0 KIMHUYECKUX UcHbITaHuii. KpoMme Toro, B Hacrosinee BpeMs
BEJIETCSl Hay4Hasi paboTa Mo CO3JaHUIO BEIECTB, JEHCTBUE KOTOPHIX HAMPABICHO
Ha yJaJieHne aMWJIONAHbIX (Guopwi. B Omkaiiiiee Bpems B Halel ctpaHe OyaeT
BO3MOXKHO  IpUMEHEHuEe Impenapara  TadgamMuamc, KOTOPbIA  SIBISETCS
cTabuin3aTopoM TpaHcTUpeTuHa. BrepBbie Tadamuauc B mo3e 20 Mr Obul
NPUMEHEH JUIsl JICUeHHs MTOoIMHeponaTuu y nauueHToB ¢ AT TR-amumonnozom. B
JAJbHEUIIIEM 3TOT IIpernapar cTajl IPUMEHATHCA y nauueHTtoB ¢ AK, omHako no3a
npeajiaraemMasi K mpuMeHeHuto Boiie — 80 Mr (3kBuBajieHTHO 61 mr). Haznauenue
Tapamuarca MOXKET OBITh PAaCCMOTPEHO y NMAlMEHTOB KaK C HACIEICTBEHHBIM
inioM ATTRvV, Ttak m ¢ «aukuMm tHnoM» ATTRWL, HO co 3HauuTeIbHOMH
OKMJAEMON IPOJOJDKUTEIIBHOCTBIO KU3HA. BO3MOXHOCTHM K IPUMEHEHUIO
TEHETUYECKUX CaiJieHCEPOB (MaTUCUPAH WIM MHOTEPCEH), MPUMEHSIEMBIX TOJIBKO
npu pa3BuTuu couyetaHuss ATTRV monuHelponativi W KapAuONaTHH, B Halel

CTpaHC B HACTOALICC BPCMS HCT.

KoHTpoJibHbIe BONIPOCHI M 3aJaHUs

Kaxkwue ctparernn cymectByroT B seueHun AK?

JaitTe monsiTre 00JI€3HB-MOAUPUITUPYIOIIAS TEPATTHSI.

Kaxkue ocobennocTn cumnromaruueckoit repanuu AK?

Onummte 601€3Hb —MoAUPUIIpYIOLLYIO Tepanuio AL amunonnosa.
Onuure 601e3Hb —MoAupUIMpYIOIyIo Tepanuio ATTR amunoungo3sa.

Onummte 601€3Hb —MOAUPUIPYIOLTYIO Tepanuio AA aMuionao3a.

N o g bk~ DR

HazoBuTte npemnapatsl npumMenseMblie 1 crienuduaeckoro yseuenus AT TR

aMMJION103a, KaKas CylIECTBYET pa3HULA B JAHHOM BUJIE TEPAUU Y

nmarenToB ATTRV u ATTRwt.
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I'JIABA 4. JUCITAHCEPHOE HABJIOJAEHUE 3A TAIIMEHTAMMU C
AMWIONJTHOMN KAPJIJUOMUOIIATHEN

JlnarHocTuka amMuiIouj03a, €ro JiedeHUe M JalibHeilliee TUHAMUYECKOe
HaAOJI0/ICHUE SIBISICTCS CIOKHOW 3a/ayeil, TpeOyromeil B3auMOICHCTBHUS MEXITY
CHEIUAINCTaMi  pPa3HBIX  CHEHNUAJIbHOCTEW  (KapIHUOJIOroB, TIeMaToJOroB,
HEBpOJIOroB, HeGposoros). CymiecTByeT 00bEKTHUBHASL CIIOKHOCTb B MPOBEICHUU
BBICOKOTEXHOJIOTUYHBIX JIMATHOCTUYECKUX MCCIEAOBAaHUN TaKUX Kak Owuorcus,
Macc-CIEKTPOMETpHUs, MMMYHOTHCTOXUMHUYECKUH  aHanu3.  ClemnoBaTenbHO
HAWJTy4IlIeW cTpaTeruei jJedeHus MalMeHTOB C aMUJIOMA030M SIBJISIETCS «BEepHast
MOJIE/IbY WJIU MOJIeNIb CETH CHEIUAIUCTOB M LIEHTPOB, O0JIAIAlONIUX TEMH WJIU
WHBIMU TUaTHOCTUYECKUMHU BO3MOKHOCTSIMU.

C nensto nuHamuyeckoro HaomoaeHus npooaat IKI, DKI'-XM, DxoKT',
MAlUEHThl 3aloJIHSIIOT ONPOCHUKHA KadyecTBa >KU3HH, MPOXOIAT TeCT 6-MUH
XOJIbOBI, KPOME TOTO KPOME CTaHIApTHBIX aHAIM30B KPOBU M MOYHU, MPOBOJIUTCS
ananu3 Ha NT-pro-BNP, tpononuna.

Hnst  OecCUMNTOMHBIX — MAIlMEHTOB, HOCUTEIEHM MyTalluu B  TEHE
TPAHCTUPETUHA TaKXKe TMPEAyCMOTpPEH Tpaduk MPOBEACHUS TUCIAHCEPHBIX
MeponpusaTuii. Cxema HaOII0AeHUS TIPe/ICTaBlIeHa B Ta0IHIIE.

JucnancepHoe HaOMIOJEHHE TPOBOJUTCA C  IEJIbI0 MOHUTOPHHTA
IIPOrpeCCUPOBaHUS 3a00IEBaAHNUS.

[Tpu AL-amunonio3e BO3MOKHO KOHTPOJIUPOBATh AMUJIOUIOTEHES, U3MEPSIs
KOHIICHTPAIIMIO CBOOOJHBIX JIETKUX Ilened B KpoBW, a y mamueHToB ¢ ATTR
aMUJIOU030M BO3MOXKHO HM3MEPEHHUE KOHIIEHTpAllMM B ITJIa3Me€ TPAHCTUPETHHA,
yTO O0Jee MpPoOIEMATUYHO B YCIOBHUSAX KIMHUYECKOW MPAKTHKU. TeM He MeHee,
CBIBOPOTOYHBIM TPAHCTUPETHUH MOXKET NPUMEHATHCS C I1EJIbI0 OINpeIeeHUs
nporuno3a y nanueHToB AK reneza ATTRwt.

[Ipu ATTR amuionmo3e npeagaraeTcs OILEHUBATh CIEAYIOIIME MOKa3aTeIu I0
rpyIinam, KOTOpbIe TIOMOTYT BBISIBUTH MPOTrPECCUPOBaHUE 3a00IEBAHUS:
1.  Kmunuueckue u ¢oynkyuonanvHolie npossieHus

. YacroTa rocnutanu3anuu, ceszanHas ¢ XCH
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. OK XCH

. KauecTBo xu3HM
. dusznyeckas akTUBHOCTb
2. buomapkeps! 1 1abopaTtopHble MapKEPHI:

. NT-proBNP

. Tporonun

. MeTtonabl cTagupOBaHUS

3. Busyanuzupyronie METOIuKu
. Ox0KI

. OKTI u OKI'-XM

. MPT cepaua (T1-xapTupoBanue)

. CumHTHrpadus

VYCTaHOBNIEHO, YTO YXYALIEHUE MO OJHOMY W3 MEPEUYUCICHHBIX NPU3HAKOB HE
SBJIIETCS IOCTATOYHBIM JIJIsl YCTAHOBJIEHUSI IIporpeccupoBanus 3adoneBanus. Kax
MUHUMYM, YXYIIIEHHE TI0 OJHOMY MPU3HAKY B KaXJI0M M3 TpeX rpymnmn TpedyeTcs
JUISL TIOATBEPIKICHUS TPOrPECCUPOBAHNS 3a00JI€BaHUS.

K kpurepusim nporpeccupoBanust ATTR AK:

1. Knuanueckue u QyHKITMOHAIBHBIE KPUTEPHUH

. VYBennuenne 4actorbl rocnutanu3auuii nmo noogy XCH B 6mecsuHblid
epuoJI

. VYBennuenne @K XCH B 6-u MeCsIUHBIN TIEpHO/T

. VYxynmenue — kauectBa  ku3HM  (Kanzacckuit  ompocHuk  5-10

oamnos/Onpocuuk 1o 310poBbio0 EQ-5D 10%) B 6-12mecsunblii nepuoa

. CHWwKeHHe TOJEPAHTHOCTH K (PU3NYECKUM Harpy3kam (yMEHBIIICHUE
paccrosiaus Ha 30-40 meTpoB no gaHHbIM OMTX Kaxkabie 6 MecsIeB)

2. buomapkeps! u 1abopaTopHbIE MapKEPHI:

. VBenuuenue Ha 30% ypoBHs NT-proBNP (>300 nir/mo)

. YBenuuenue Ha 30% ypoBHS TPOIIOHHHA
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[Ipu ouenke ypoBHs TpornoHnHa U NT-proBNP cnenyer yuuThiBaTh
KOMOPOUTHOCTh MNAlMEHTOB M B NEPBYID OYEpEAb MNOYEYHYIO (PYHKLHIO, YTO
MOXET UCKaXXaTh PE3YJIbTAT.

3. Busyanusupyromue MeToauku

. VYBennuenne TtoamuHbl cTeHoK JIOK Ha 2 MM, yXyIOUI€HHE CTENEeHU
nuactoymyeckor nuchynkiuu, ymensienue @B JDK >5%, ymenbinenue >5 M
YO, yBenuuenue >1% GLS)

. Manudecranus HapyeHU TPOBOAUMOCTH cepALla

Crnegyer NOMHHTB, YTO MPOrPECCUPOBAHUE 3a00JEBAHUS HE SIBISIETCS MPUUMHOM

JJIs1 OTMEHBI 00JIe3Hb-MOAUDUIIUPYIOIICH TEpanuu.
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SAKVIIOYEHUE

AMUIIONI03 cepJilla SBJISETCS YpE3BbIUAHO aKTyaJdbHOM mpoOiemMoin
COBPEMEHHOI'0 POCCHICKOTO 31paBooxpaHeHus. ClokHasi TUAarHOCTUKA U KpailHe
HEOJIAronpusITHBIA TPOTHO3 B CIIy4ae OTCYTCTBHUS CHEIU(PUYECKOrO JICUCHUS
TpeOyeT pa3pabOTKU YETKUX KPUTEPUEB JUATHOCTUKU U JICUCHUS JAHHOTO
3a00J1€BaHUS.

KitoueBbiMUu (pakTOpaMu yCHEIIHOCTH JAJIbHEUINEro JICUCHUS SBIISIIOTCS
paHHSS AUATHOCTUKA aMUJIOMTHON KapJAHMOMHOIIATHH M OIpeeiieHre Thma Oeka-
NpeAIIeCTBeHHUKAa amuionaa. Vcnonb3oBaHWME HEWHBAa3WMBHOM CTpaTEerdyd B
muarHoctuke AK CcHmkaeT HeEOOXOAMMOCTh B TIPOBEJICHUM WHBA3WBHBIX MU
JIOPOTOCTOSIIIINX MPOLETYP, TEM CAMBbIM COKpaIlaeT BpeMs MyTH OT MEPBUYHOTO
oOpalieHus MalyuenTa 10 MOCTaHOBKH MPaBUJIBLHO AMArHo3a. ITO MPUHIIUITHATIBHO
Ba)KHO, TOCKOJIbBKY 3((EeKTUBHOCTh CHENU(UUECKOW Tepanuy BBIIIE HA PaHHUX
cTaausIx 3a00JI€BaHUs.

YuuteiBas TOT (akT, UYTO JuUarHoctTuueckuit u auddepeHuaiIbHo-
JIMarHOCTUYECKUI MOUCK TpeOYIOT BBICOKOM  KBadu(UKALUKM  DKCIEPTOB
pPa3IUYHBIX CHEIHAIBHOCTEH, NJIsi PEeIIeHUs JaHHOTO BOIMpOCa B 3apyOEeKHBIX
CTpaHax CO3/IaHbl TAK HA3bIBAEMbIC IIEHTPHI AMIJION03a. B OONBIIMHCTBE ClTydaeB
OHM pacrojiararorcs Ha 0a3e YHUBEPCUTETCKMX OOJBHHUII U OPraHU30BaHBI IO
MPOCKTHOMY Tuly (TOAKIIOYEHUE CIENHATMCTOB 1Mo 3ampocy). OCHOBHBIM
KPUTEPUEM YCIEHUTHOCTU MPOBEJCHUS J€UeOHO-TUArHOCTUYECKUX MEPONPUSITUI
ABJISICTCSL C OJHOM CTOPOHBI HACTOPOKEHHOCTh CHEIUAIMCTOB MEPBUYHOIO 3BEHA,
a ¢ JIpyrod — MOTOK MAlUEHTOB, y KOTOPBIX YK€ MPOBEICHBI IEPBBIC ATAIbI
o0cJieToBaHMs Ha BO3MOKHOE HAIMUNUE aMUJIOU]103a Cep/Ilia.

B utone 2021 r na 6a3ze ®I'BY «HMMUIL] kapauonorum» Munzapasa Poccun
CO3/IaH MEPBBIA B HAIEM CTPAaHE SKCIEPTHBIM LEHTP MO aMUIOMI03y cepaua. B
€ro JeSITeJIbHOCTH MPUHUMAIOT y4acTHUE COTPYAHHUKU CICAYIOIMMX CTPYKTYPHBIX
No/Ipa3/ieNieHui: OT/eN 3a00JIeBaHU MHOKap/ia U CEPJICYHON HEIOCTATOYHOCTH,
OTIIe] yJIbTPA3BYKOBBIX METOJOB HCCIEAOBaHMUS, OTAEN ToMmorpaduu, OTIENl

pa,HHOHYKHHHHOﬁ JANAardioCTuKMU " HOSHTpOHHO-BMHCCHOHHOﬁ TOMOI‘pa(I)I/II/I, OTAacHH
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HEHPOTyMOpaIbHbBIX u UMMYHOJIOTHYECKHUX UCCIIETOBAHUIH,
MaTOJIOTOAHATOMUYECKOE OT/AENICHHE, OTIENl PEHTICHIHIOBACKYJISIPHBIX METOJOB
JMAarHOCTUKY U JICUEHHsI, OTJEI CEpACYHO-COCYIUCTON XUPYPTHH.

OCHOBHBIMH 33JJa4aMU LIEHTpPA SBIAIOTCS: OKa3aHHE CIECHUATU3UPOBAHHOM,
32 HCKJIIOYEHHUEM BBICOKOTEXHOJIOTUYHOM, MEIUIIMHCKON MOMOIIM MAaIMEeHTaM C
TPaHCTHUPETHHOBOU aMIJIOUTHON KapIMOMHUOTIaTHEH, pOBE/ICHUE
nuddepeHIMaTbHON IUAarHOCTUKKA Pa3NuYHBIX (OpPM aMHIIONI03a CepAla C
BBISIBIICHHEM OeJIKa-TpellIeCTBEHHIKA aMIJION1a, TIPOBEICHUE TeleMeIUITTHCKIX
KOHCYJIbTAIIM TMAIMEHTOB C TMOJO3PEHHUEM Ha aMIJIOMA03 Cep/la, MpOBEICHHUE
HAyYHBIX HCCJIENIOBAaHUN IO BOMpPOCaM JIUArHOCTHKH U IuddepeHInanbHoiMl
JUArHOCTUKHU aMHUJION]103a Cep/lia.

3amaun ¥ (QYHKIMK SKCIEPTHOTO IIEHTPA BBITEKAIOT M3 HMMEIONIETOCs B
HacToslee BpeMs ¢akra Toro, 4uro JjedeHue AlL-amunonnoza npoBOIUTCS
OPAKTUYECKU  SKBUBAJIEHTHO  CXEMaM  BBICOKOJO30BOM  XHMMHUOTEpalHUH
TUTa3MaKJIETOYHBIX TUCKPa3ui M Kak ¢ KIMHUYECKOU, TaK U C aJIMUHUCTPATUBHO-
(uHAHCOBOM TOYEK 3pEHUs HTH TMalUMUeHThl (Jake ¢ MNPEUMYIIECTBEHHO
KapAHOJIOTHUYECKOH CHUMITOMATUKOH) aKKyMYyJTUPYIOTCI B  YUPEKACHHSIX,
OKa3bIBAIOIIMX OMOIIb 10 HATIPABICHUIO «T€MAaTOJIOTHD.

[TarueHTs! Ke ¢ M00BIMU (POPMAMU TPAHCTUPETUHOBOTO aMHIION103a MOTYT
U JOJDKHBI TIONy4aTh JIe4eOHO-IMAarHOCTUYECKYI0 TOMOINb B YUYPEKICHHUSIX
KapIMOJIOTHYECKOTO TTPOQHIIS.

NMeHHO TIOPTOMY OJHMM U3 OCHOBHBIX WM pEIIAIoNMX (PaKkTOpOB
YCIICITHOCTA TEpanuu aMHUJIOWI03a CepJla SBISETCS NPAaBWIBHBIA OTOOp W
COPTHPOBKA MAIMEHTOB C PA3IUYHBIMU (hOpMaMU aMUIJIOUA03a CEepLa,

B mpunoxennsx 1-3 oO0beauHEHBl KIMHUYECKHE W JAHATHOCTUYECKUE
pU3HAKHU, TO3BOJIAIONINE COCTABUTH €AUHYIO0 KAPTUHY O BO3MOXHOCTU HaJIU4Us Y
nanyeHTa aMuiouJo3a cepAlla W 1eecOO0pa3sHOCTH €ro HampaBieHHs B
OKCIIEPTHBIN MEHTpP AJS MPOBEACHUS YIITyOJIeHHOTO 00CIe0BaHNs U HA3HAYCHHUSI
cneuuduueckoro jeueHus. HampaBieHue B 3KCHEPTHBIN IIEHTP MO aMUIIOUI03Y

cepaua npu OI'bY «HMULl xkapmuonmormm» Mun3npaBa Poccun BO3MOKHO
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TOJIBKO B CJIy4dae TIOJIOKUTEIBHOIO OTBETA HA BCE IIYHKTHl YEK-JINCTA
(ITpunoxenue 3). Ilpy BOBHUKHOBEHHWU KAKUX-THOO CIOXKHOCTEH WM HESICHOCTH
UMEIOIINUXCA  JaHHBIX  IPOBOJAUTCSA  TEIEMEAMIMHCKAs  KOHCYJNbTAIMS  C
MOCJEAYIOIIMM PEIIEHUEM BOIIPOCA O BO3MOKHOCTHU T'OCIIUTAIM3ALUN NTALUECHTA B
DKCIIEPTHBIN LICHTP.

KoHTponbHbIE BONPOCHI U TECTOBBIE 3aJaHUsA, CPOPMYJIUPOBAHHBIE 10
KOKIOMY U3 pas3felioB y4eOHOTO MOCOOUS, OTPa)KalOT KIIOUEBBIC IOJOKCHHS
JAaHHOW TEMBI U CLIOCOOCTBYIOT HE TOJIBKO 3aKPEIUICHUIO NPONUIEHHOT0 MaTepHaila,
HO U MpEACTaBIEHUI 00 00CyX/1aeMbIX B IOCOOMH MATOJOTMYECKUX MPOLECCaX.

Jlyumiemy YCBOEHHIO MaTepHayia CIIOCOOCTBYIOT IIPEICTABICHHBIE B
OCOOUU TabJIUIIBI M PUCYHKHU.

ABTOpBI HAQACIOTCS, YTO MPEACTABICHHOE BalleMy BHUMAHHIO IOCOOHE
COJIEP)KAT HOBBIC U IIOJIE3HBIC CBEACHUA U1 IIMPOKOIO Kpyra IMPaKTUYECKUX

Bpaqeﬁ, OpAXHATOPOB, ACIIMPAHTOB U CTYACHTOB MCAUIIMHCKHUX BY30B.
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TECTOBBIE 3AJIAHUSA
NHCTPYKIUS: BeiOepuTe IpaBUIbHBIN OTBET:

1. Ha3oBute crierugpuueckoe CBOWCTBO aMUIIOH .
A. CriocoOHOCTH HAKAIJIMBATHCS B TKAHSAX OPraHOB.
b. CriocoGHOCTh K JBOMHOMY JTy4YeIPEIOMIICHUIO, TUXPOU3M.
B. HepactBopumocTs huOpHILIBI.

I'. CrtocoOHOCTB CBS3BIBATHCS CO CIIEHU(UISCKUMH PEIIETITOPAMH.

2. OCHOBHBIM 3THOJIOTHYECKUM (akTOpoM pazButus AlL-amuiaono3a sBiseTcs:
A. ®opMupoBaHHUE HACIEAYEMOTO MYTAHTHOI'O TE€HA.
b. CunTes octpoda3HbIx OEIKOB B 3HAYUTEIHHBIX KOJMYECTBAX B OTBET HA BOCIIAIICHUE.
B. Hapyienue cuHTe3a TpaHCTUPETHHA IIEYEHBIO.
I'. ®opmupoBaHre aHOMaJIbHOTO KJIOHA IJIa3MAaTUYECKUX KJIETOK, CHHTE3UPYIOIUX

AHOMAJIBHBIC I/IMMYHOFJIO6YJ'II/IHLI

3. OcHOBHBIM 3THONOTHYECKUM (pakTopom pa3sutus AT TRwt sBisercst:
A. ®opMHpPOBAHHUE HACIETYEMOTO MYTAHTHOTO T€HA.
b. CunTe3 octpoda3HbIX O€IKOB B 3HAYMTEIBHBIX KOJMYECTBaX B OTBET HA BOCIAJICHUE.
B. Hapymienue cuHTe3a TpaHCTUPETHHA NIEYEHBIO.
I'. ®opmupoBaHre aHOMaJIbLHOTO KJIOHA MJIA3MAaTUYECKUX KJIETOK, CHHTE3UPYIOIINX

AHOMAJIbHBIC I/IMMYHOFJ'IO6YJ'II/IHBI

4. K cepeuHbIM NpOSIBICHUSIM aMUJIONW103a HE OTHOCAT:
A. Oppimka
b. ITepebou B paboTe cepaiia
B. Otexu HUXHUX KOHEUHOCTEN
I'. bonb 3a rpyAMHOIA, B 00J1acTH cep/ia

J. CuHKOIMaTbHBIE COCTOSTHUS

5. Ha3oBuTe npu3HaKy, MpU HAIMIMUA KOTOPHIX HEOOXOIMMO 3aI0/I03pUTh HATUYHe
aMWJIOUIHON KapAHMOMHUOINIATUN

A. Yronuenue Muokapzaa >12 MM 1o TaHHBIM 3XOKapAuorpaduu mpu OTCyTCTBUU
aHaMHe3a apTepUabHOM IMIIEPTOHUH, THIIEPTPO(PUIECKOI KapAMOMHONATUN U UHBIX IPUYUH

b. Croiikoe nosbienue koHneHTpau NT-proBNP, TponnonnHoB
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B. Huskuii BospTak KOMILUIEKCOB 0 JaHHBIM DK
I'. CkJIOHHOCTH K TUIIOTOHUU MPU paHee CYIIECTBOBABIICH TMIIEPTOHUH HJIM HOPMOTOHUU
J1. Bce BhIIETIEpEUNCIIEHHBIE
6. K meToaM nHBa3WBHOW JUArHOCTUKH aMHUJIOWTHON KapAMOMHUOIIATHH OTHOCHUTCS:
A. DHJIOMUOKapAuaIbHas OMOTICHS.
b. Koponapoanruorpadusi.
B. Cuunturpadus Mmuokapa.
I'. MarautHO-pe30oHaHCHas ToMorpadus.

J1. Oxokapauorpadus.

7. BeibepuTe MeTO.1 MCCIIeIOBAHUS, IO3BOJISIONIHIA TOATBEPIUTH TUATHO3 TPAHCTUPETHHOBOTO
aMUJIOU03a, HACJIECTBEHHYIO (hopmy.

A. CuuaTHTrpadus MHOKap/a.

b. 'eHeTnueckoe ncciieIoBaHue.

B. Dnekxrpodopes 6eaxoB ¢ IMMYyHO(HKCAITEH CHBIBOPOTKU KPOBH U MOYH.

I'. DHnomMuokapranbHas OHOICHSI.

H. HMMYHOSHGKTPOHH&SI MUKPOCKOIIHA.

8. ITanment 50 net ¢ »xamo0aMu Ha OABIIIKY, OBICTPYIO YTOMIISIEMOCTh, OTEKH HUKHHUX
KOHEYHOCTEH 710 KoyieH ¢ 00eux cTopoH. [Ipu aycKynbTaluu Jerkux — BIaXKHbIE XPUITHI B
HIDKHUX otaenax jerkux. AJl 80/50 mum pt ct, HCC 75 yn/muH. [1o JaHHBIM HHCTPYMEHTAIBHBIX
MCCJIEIOBAaHUM TUAarHOCTHPOBaHA AMUJIOM IHAsl KapAMOMUoONaTus ¢ pa3BuTHeM sasieHuit XCH.
HazoBure rpynny win rpynmnsl nNpenapaTroB, IPUMEHsIEMbIE sl CHMIITOMaTHYECKON Tepanuu.

A. IletneBble quypeTuKn

b. uATI®/APA/APHMU, 6era-010KaTophl, METIEBbIE TUYPETUKU

B. uAII®/APA/APHMU, netneBble nuypeTUKU

I'. uAII®/APA/APHMU, 6eta-610kaTopbl

J. CtabunuszaTop MOJIEKYJI TPAaHCTUPETHHA.

9. C kako# nenpro TPpOBOAUTCSA TUITMPOBAHUE aMHJIOU103a?
A. COOp CTaTUCTHYECKUX JTAHHBIX.
b. HeoOxoauMocTy B THIUPOBAHUHU aMHIION103a HET.
B. Haznauenue cooTBETCTBYIONIEH TUITY aMUIIOMA03a CXEMbI TEPAMTHH.
I'. Knuanueckuii uHTEpPEC.

M. Ilo xenanuro mayeHTa.
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10. Tepamus AL-amuiion103a TpOBOIUTCS:
A. AMOynaTopHO B OJUKINHUKE.
b. Bpauom-kapauosa0roM B KapAHOJIOTMYECKOM CTallMOHAPE.
B. I'emaT0510roM-0HKOJI0rOM B KapAUOJIOTMYECKOM CTallMOHApE.
I'. B nomaniHux ycioBUsX.
J. MyabTUIUCHUIITMHAPHONW OpHUraioi BO rjiaBe ¢ TeMaTojJoroM-0HKOJIOIOM B

TEMaTOJIOTMYCCKOM CTallMOHAPC.

11. OcHoBoit Tepanuu AL-aMuiiongo3a siBISETCS:

A. Xumuoreparnusi.

b. Tepanus uAII®/APA/APHU, Gera-010karopaMu, TIETIEBBIME THYPETHKAMHU.

B. UmmyHOCynpeccuBHas U MPOTUBOBOCIAJIUTEIIbHAS TEPATIUSL.
I'. Tepamnus ctabunuzaropaMu MOJIEKYJI TPAHCTUPETHHA.
J. He cymectByeT 3¢ (eKTHBHON CXEMBI TePAITHH, TO3BOJISFOIICH 3aMeJJTUTh

nporpeccupoBaHue 3a00ICBaHUsL.

12. B kauectBe Teparnun AT TR-amunonno3a B Poccuiickoit denepaniuy npuMeHsIETCS:

A. Xumuoreparnusi.

b. Tepanus uAII®/APA/APHU, 6era-610kaTopaMu, NETIEBBIMU TUYyPETHKAMHU.

B. UmmyHOCynpeccrBHas ¥ MPOTUBOBOCTIAJIUTEIbHASL TEPATIUSL.
I'. Tepamnus ctabunuzaropaMu MOJIEKYJ TPAHCTUPETHHA.
J1. He cymectByeT 3 (eKTUBHOI CXEMBbI TEPAIHH, TTO3BOJISIFOIIEH 3aMeIITUTh

nporpeccupoBaHue 3a00ICBaHUsL.

13. Jlo3a Tadamuanca, mpuMeHseMasi y MalueHTOB ¢ TPaHCTUPETUHOBOM aMUIIOUTHON
KapJNOMHUONIATHEN.

A. 5 wmr.

b. 20 mr.

B. 100 mr.

I'. 1000 mr.

J. 80 mr (3xBHBaJIEHTHO 61 Mmr).

14. JIns moaTBEpKACHHS TUarHO3a aMUIIon103a Hanoomee 3 exTuBHA OUOTICHS:
A. Crii3ucTOM 000JIOUKH TIPSIMOU KUTITKH.

b. IToukn.
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B. Ilopaxxennoro oprasa.
I'. CrtoHHBIX *kenes Ty0.

M. I1o1KOKHO-)KMPOBOM KIETYATKHU.

15. PexkoMeHI0BaHO MPOBEICHHE YHIOMHOKAPIHATBHOM ONOIICHH B CIIETYIOLIEM ClTydae:
A. Ilpu OoTpUIIaTETFHOM pe3yNIbTaTe CIUHTUTPAGUHN U OTCYTCTBHH aHOMAJIbHBIX
MOHOKJIOHAJIBHBIX aHTHTEN WIH MIPU 00O0I0I0TIONIOKUTENBHBIX PE3YIbTaTaX ITHX MCCIeTOBAHUN
b. ¥ xaxxnoro narnueHnTa He0OXOAUMO pacCMaTPUBATh BO3MOKHOCTD ITPOBEICHHUS
9HJIOMUOKAPIUATILHON OMOTICHH, BHE 3aBUCHMOCTH OT IPOBE/ICHHBIX UCCIICIOBAHUM

B. Ilpu monoxuTenbHOM pe3yiabTaTe CUUHTHTPA(UU U IPH OTCYTCTBUU aHOMAJIbHBIX
MMMYHOTIJIOOYJIMHOB.

I'. IIpu oTpHLIaTETLHOM PE3yJbTaTe CHUHTUTPA(GUU U IPU HATMYUU aHOMAJIBHBIX
UMMYHOTJIOOYJIMHOB.

. Hu oquH 13 nepevyrcieHHbIX BAPUAHTOB.

16. K rpy1iie reHeTHYEeCKUX CailllIeHCEpOB OTHOCHUTCS:
A. MendanaH.
b. ITaTtucupasn.
B. bopre3amuo®.
I'. Aucpaynucan.
. Tabamuguc.

17. K xnuH1YeckuM 1 (yHKIIMOHATIbHBIM KPUTEPUSM IIPOTrPECCUPOBAHNS aMUIIOUTHOM
KapAMOMHUOIIATUN OTHOCSTCSL:

A. Manudgecranus HapyIeHui NPOBOAUMOCTH CepALIa.

b. YMmeHnbuienne npoxoauMoro pacctostiug Ha 50 METpoB 10 pe3ybTaTam TecTa
HIECTUMUHYTHOMN X0AbOBI B IIECTUMECSUHBIN MEPHO/I.

B. Ymensienne @B JIK Ha 5% u Gonee.

I'. Vxynmenue o61iero caMouyBCTBUSI.

. Yeenmnuenue konneHTpanuu NT-proBNP na 30% u Gonee.

18. Kakue BU3yanu3upyroIIre METO bl UCCIIeIOBAHUS MOTYT IPUMEHSThCS ISl TUCTIAHCEPHOTO
HaOII0/IEHUS TAIIeHTa C aMIJIOMIHON KapIMOMHUOATHEN?
A. Dnektpokapauorpadus.

b. Dxokapaunorpadus
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B. Criuaturpadust.
I'. Bece nepeuncneHHsIe.

J1. MarHuTHO-pe30HaHCHAs TOMOTpadus.
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9TAJIOHHBIE OTBETHI

No tecta

OTtBeT

Ne tecta

OTtBeT

10

11
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14

15

16

17

18

39




CIIUCOK JINTEPATYPbI

. Garcia-Pavia P., Rapezzi C., Adler Y. et al. Diagnosis and treatment of
cardiac amyloidosis: a position statement of the ESC Working Group on
Myocardial and Pericardial Diseases. Eur Heart J 2021;42:1554-1568.

. Garcia-Pavia P, Bengel F, Brito D, Damy T, Duca F, Dorbala S, Nativi-
Nicolau J, Obici L, Rapezzi C, Sekijima Y, Elliott PM. Expert consensus on
the monitoring of transthyretin amyloid cardiomyopathy. Eur J Heart Fail.
2021 Apr 29:10.1002/ejhf.2198. doi: 10.1002/ejhf.2198. Epub ahead of
print. PMID: 33915002; PMCID: PMC8239846.

. Ando Y., Coelho T., Berk J. et al. Guideline of transthyretin-related
hereditary amyloidosis for clinicians. Orphanet J Rare Dis 2013;8:31-52.

. Devesa A, Camblor Blasco A, Pello Lazaro AM, Askari E, Lapena G,
Gomez Talavera S, Taibo Urquia M, Rodriguez Olleros C, Tuiién J, Ibafiez
B, Acefia A. Prevalence of transthyretin amyloidosis in patients with heart
failure and no left ventricular hypertrophy. ESC Heart Fail. 2021 May 8.
doi: 10.1002/ehf2.13360. Epub ahead of print. PMID: 33963812.

. Ruberg F., Grogan M., Hanna M. et al. Transthyretin Amyloid
Cardiomyopathy: JACC State-of-the-Art Review.JACC 2019 73;22:2872-
91.

. Nativi-Nicolau J, Sarswat N, Fajardo J, Finkel M, Abdulsattar Y, Castafio A,
Klein L, Haddad-Angulo A. Best Practices in Specialized Amyloidosis
Centers in the United States: A Survey of Cardiologists, Nurses, Patients,
and Patient Advocates. Clin Med Insights Cardiol. 2021 May
29;15:11795468211015230. doi: 10.1177/11795468211015230. PMID:
34104028; PMCID: PMC8165818.

. JIeicenko (Kosznmosckas) JI.B., Pameer B.B., Mowucees C.B. ¢ coasr.
Knnuunueckue PEeKOMCHAAIMHU II0 AWMArHOCTHUKE M JICUCHHUIO CHCTEMHOTIO

amunouao3a. Kimun dapm tep 2020 (1): 13-24.

40



8. Maurer M., Bokhari S., Dami T. et al. Expert Consensus Recommendations
for the Suspicion and Diagnosis of Transthyretin Cardiac Amyloidosis.
Circulation 2017;135(14):1357-1377.

9. Gonzalez-Lopez E., Lopez-Sainz A., Garcia-Pavia P. et al. Diagnosis and
Treatment of Transthyretin Cardiac Amyloidosis. Progress and Hope. Rev
Esp Cardiol 2017;70(11):991-1004.

10.Lane T., Fontana M., Martinez-Naharro A. et al. Natural History, Quality of
Life, and Outcome in Cardiac Transthyretin Amyloidosis. Circulation
2019;140:16-26.

11.Donnelly J., Hanna M. Cardiac amyloidosis: An update on diagnosis and
treatment. Clin J Med 2017;84(12 suppl 3):12-26.

12.Mohammed E., Mirzoyev S., Edwards W. et al. Left ventricular amyloid
deposition in patients with heart failure and preserved ejection fraction.
JACC Heart Fail 2014;2(2):113-122.

13.Pinney J., Whelan C., Petrie A. et al. Senile systemic amyloidosis: clinical
features at presentation and outcome. J Am Heart Assoc. 2013;2:e000098.

14.Jacobson D., Gorevic P., Buxbaum J. A homozygous transthyretin variant
associated with senile systemic amyloidosis: evidence for a late-onset
disease of genetic etiology. Am J Hum Genet. 1990;47:127-136.

15.Rowczenio D., Noor I., Gillmore J., et al. Online registry for mutations in
hereditary amyloidosis including nomenclature recommendations. Hum
Mutat. 2014;35:E2403-E2412.

16.Benson M. The hereditary amyloidoses. Best Pract Res Clin
Rheumatol.2003;17:909-927.

17.Quarta C., Buxbaum J., Shah A., et al. The amyloidogenic V122I
transthyretin variant in elderly black Americans. N Engl J Med.
2015;372:21-29.

18.Gonzales-Lopez E., Gallego-Delgado M., Guzzo-Merello G. et al. Wild-type
transthyretin amyloidosis as a cause of heart failure with preserved ejection
fraction. Eur Heart J 2015;36:2585-2594.

41



19.Sperry B., Reyes B., Ikram A. et al. Tenosynovial and Cardiac Amyloidosis
in Patients Undergoing Carpal Tunnel Release. J Am Coll Cardiol
2018;72(17):2040-2050.

20.Nakagawa M., Sekijima Y., Yazaki M. et al. Carpal tunnel syndrome: a
common initial symptom of systemic wild-type ATTR (ATTRwt)
amyloidosis. Amyloid 2016 23(1):58-70.

21.Ternacle J., Bodez D., Guellich A. et al. Causes and Consequences of
Longitudinal LV Dysfunction Assessed by 2D Strain Echocardiography in
Cardiac Amyloidosis. JACC Cardiovasc Imaging 2016;9(2):126-138.

22.Fontana M., Banypersad S., Treibel T., et al. Native T1 mapping in
transthyretin amyloidosis. JACC Cardiovasc Imaging. 2014;7:157-165.

23.Maurer MS. Noninvasive identification of ATTRwt cardiac amyloid: the
reemergence of nuclear cardiology. Am J Med. 2015;128:1275-1280.

42



le/l.]'IO)KeHI/Ie 1. OcHOBHBIE KJIMHHYECKHE IIPOABJ/ICHUSA, BbI3bIBAKOIIIUEC

MOAO3PEHUE HA HAJINYIME ONIPEACJTICHHOI0O BapuanTa aMUJIoua03a cepana

Cepaeuno-cocyaucras

cucremMa

HepBHas cucrema

IHouxkn

Key10YHO-KUIIEYHBIH TPAKT

Jpyrue nposiBjieHust

Opnpriika, OTEKH, TaXHKap I,
yromiisieMocts  (mpusHaku ~ XCH),
pedpakTepHbIe K CTaHJapTHON
¢apmakoreparmun (AL,  ATTRwWL,
ATTRV)

AopTasibHbBIN CTEHO3, 0COOEHHO
HU3KkUi  TpamgumeHt mnpu  low-flow
Bapuante (ATTRwt)
[IpaBoxemygoukoBas
HemocTaTouyHOCTh (AL)

Hapymienuss npoBOAMMOCTH — cepaula
(ATTRwt)

JIByCTOPOHHUN CHUHIAPOM 3aISICTHOIO
kanaia (ATTRwt, ATTRvV)

CreHos MOSICHUYHOTO oTxena
no3BoHounuka (ATTRwt, ATTRV)
[Tepudepuueckas MOJIMHENPONaTHS
(AL, ATTRv)

Oprocratuueckass rtunorensus (AL,
ATTRv)

[Mpotennypus (AL)

[Toueunas HemoctaTouHOCTH (AL)
ITorepst Beca (AL)

TomHoTa/pannee Hachbimenue (AL)
Huapesi/3amop (AL)

CrionTaHHbBIN pa3pbiB ounerica

(ATTRwt, ATTRV)
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IIpunoxenue 2. OCHOBHBbIC Ppe3yJbTATbl HMCCIAEAOBAHMI, BbI3bIBAKOIIHE

MOAO3PEHUE HA HAJIUIUEC aMUJIouja03a cepauna (He CIIOCOOHBI OonpeaecjanTb

0eJIoK-TIpeaeCTBEHHUK)

KT

IxoKI'

MPT

JlaGopaTopHbie METOAbI

HCCJIeaJ0BaHUA

Hwu3kuit BombTaxk komiuiekcoB QRS
(oTBeACHUS OT KOHEUHOCTEH)
[TceBnonHdapKTHBIC U3MEHEHUS
VYTonieHne CTEHOK M0  JaHHBIM
IxoKTI' + HU3KUU BOJIBTAX
komiiekcoB QRS

Konuenrpuueckoe yTOJILIEeHUE
creHok JIK

Yronmenue crenok [DK

BrinoT B nepuxape

CoxpaHHasi npojoibHas aepopManus
BEpXyIIeuHbIX  cermeHToB  (“apical
sparing”)

Huddysnoe CcyO3HI0KapIHATBHOE
MO3/IHEE KOHTPACTHOE YCUIICHHE

Y nnunenne Bpemenu T 1-penakcannu
YBennuenue dpaxuu
AKCTPALICIUTIOJISIPHOTO 00beMa
Bpicokuii, WHOrma  3KCTpPEMaJbHO
BBICOKUH YpOBEHb MO3TOBBIX
HATPUHUYPETUYCCKUX  MENTHAOB (B
ocobennoctu NT-proBNP)

Croiikoe TOBBIIIEHHWE TPOMOHUHA (HE
cesizanHoe ¢ OKC)

AHOManIbHOE 3HAYEHWE KOHIIEHTPAINH

CBOOOTHBIX JIETKHAX Lenen

44



UMMYHOTJIOOYJIMHOB
(nupPepenunanbubiii AuarLo3 AL n
ATTR)

[TonoxuTenbHbIN pe3yJibTar
anekTpodopeza OENKOB  CHIBOPOTKH
KpOBH/MOYM ¢ HUMMYyHO(HUKcCaIen
(nupPepenunanbubiii Auar1o3 AL n

ATTR)
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IIpunoxenune 3. Yek-JIUMCT Hampab/ieHHs] NAalMeHTa Ha o00cjel0BaHHEe B

IKCHEPTHbIH UeHTp amuiounosa npu PI'byY «HMUL xapauosorum»

Mumnsapasa Poccun

Bo3pact nanuenTa crapuie 18 ner

Hanuune KIMHUYECKHX CHUMIOTOMOB, MO3BOJISIOIIMX —3alo0Jl03pUTh
aMUJIOUJI03 ceplia

VYTounieHrue cTeHOK MUOKap/a JIEBOro xenyaouka oosee 1,3 cm
OtcyrcTBHE IJIa3MaKJIETOYHON JTVCKpa3uu (oTpuLaTENbHBIE
pe3ysbTaThl UMMYHO(UKCAlUW OEJIKOB CHIBOPOTKM KpPOBU/MOYU U
OIpEENICHNS B KPOBU KOHUEHTPALIMKU CBOOOAHBIX JIETKUX LENeEN )
O>xustaemasi IpOAOKUTEIBHOCTD )KU3HU MalMeHTa Oosee 2 et

OTCYTCTBI/IG Y HalMCHTA TAXKCIIbIX KOTHUTUBHBIX HapymeHI/Iﬁ

gd o0 o0 00
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Tepemenko Cepreii HukosnaeBuu,
HaconoBa CBers1ana HukojiaeBHa,
Kupos Urops BuranbeBuy,
CannoBa Mapuna A0ayJ1aTUIIOBHA,
AHmesiec AJsiekceid ApkajabeBHuY,
Ilapusi Mepa0d ApunjibeBu4,
Crykasoa Oubra BaagumupoBHa,
Yeroxkanun {murpuii Baagumuposuy,
Cepruenxo Baagumup bopucosny,
Tepnooii Cepreit KoncTanTunoBny,
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