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BBenenue

AKTYaJIbHOCTH T€MbI
bpemss amunonmo3za cepiana, KOTJa-TO CYUTABLIEroCs KpalHe peIKUM
3a00JI€BAaHUEM, COMVIACHO HEJAABHUM JIUAEMHOJOTHYECKHUM HCCIEIOBAaHUSAM, B
COBPEMEHHOM OOIIIECTBE 3HA4YMTENbHO yBenuuuBaercs [1-5]. Omnako, peanbHas
pacmpoCTpaHEHHOCTh ~ aMWIoOWJ03a cepAla B OOIEeH MOMyJsUUU  OCTAeTCs

HEJOOIIEHEHHOM.

[ToBblllIEHHOE BHUMaHWE K MPOOJIEeME aMUJIOWI03a CEpJilla 0OYCIOBJICHO TpeMs
KJIIFOYEBBIMA ~ MOMEHTaMH: 1)  COBEpIICHCTBOBAHHE  METOJOB  JUArHOCTHKH,
MO3BOJIIONIMX HEMHBA3UBHO YCTAHOBHUTH KaK JUArHO3 aMWIOWUIHOW KapAUOMHUONATUU
(AKMII), Tak u onpeaeauTh TUI aMUION103a (TTOSBJICHUE TEXHOJOTUH CIEKII-TPEKUHT
sxokapauorpadun (3xoKI'), akTHBHOE BHEIPEHHE B PYTUHHYIO KIIMHUYECKYIO MPAKTUKY
TOMOTpaUUYECKUX ¢ PAAUOHYKJIUJHBIX METOJIOB JHArHOCTUKHU); 2) TMpU3HAHHUE
aMUJIOMI03a CepJilla 3HAYMMOU HEJOOLCHEHHOM MPUYMHOM XPOHHUYECKOM CEPIACUHOU
HEJIOCTAaTOYHOCTH C coxpaHeHHOU (pakiuelr BoiOpoca (XCHc®B) u aopTtaibHOro
cteHo3a (AC); 3) mosiBlieHHE MEPCHEKTUBHBIX METOJIOB JICUEHHUS aMHJIOW03a JIETKUX

neneii (AL) u TpancTupeTrHOBOTO ammitonao3a (ATTR) [6].

Ha ceromnsimiauii neHp mpo6iiemMa panHed nepBuuHoi auarHoctuku AKMII u
JaTbHEUIIIeT0 TUTUPOBaHUS OelKa-MpeIIIeCTBEHHUKA SBIACTCS KpallHe 3HAYUMOM st
yaydinenus mporno3a. Habmonaercs Hu3Kkas HACTOPOKEHHOCTh Bpayeil Kak MepBUYHOTO
3B€HA, TaK M Y3KUX CIEIMAIUCTOB, a OOIIMpHAS KIMHUYECKAsl KapTUHA U OTCYTCTBHUE
MaTOTHOMOHUYHBIX CHUMIITOMOB B e€Ill¢ OOJIbIIEH Mepe 3aTPyIHSIOT MOCTaHOBKY
nurar"osa. K coxanienuto, 3a4acTyr0 NalMEHTHI NONAJal0T B MTOJIE 3pEHUS KapAUOJIOTOB B
TSDKEJIOM M Ja)Xe KpallHe TSHKEJIOM COCTOSIHMM, IMOJydasl JI€YEHHUE MOCJE MOCTAHOBKH
HEBEPHOI'O0 JHUArHO3a Yy pPAa3JMYHBIX CHEHHAIUCTOB. Pe3ynbTaTtoM HECBOEBPEMEHHOMU
JMArHOCTUKY SIBJISIETCS HEOIAronpusITHBIA MPOTHO3 JJISl TIAIUEHTA C BHICOKUM PUCKOM

JetaibpHOTO Mexona [7].



OnHMM W3 METOJOM JMarHOCTUKH, MO3BOJIAIOIIMM IPOBOJUTH HEMHBA3UBHYIO
muddepeHManbHy0 nTuarHoctuky u tunupoBanne AKMII, sBnsercs nposeneHue
CHUHTUTpaQuu MHOKapJa € OCTEOTponmHbIMU paauodapmmnpenaparamu (POII) (B
Poccuiickoii ®enepanun wucnombsyercs MTce-mupodocpar (PYP) [8]. Onmako, B
HACTOsIIIeE€ BPEMS HE CYILECTBYET €IMHOIO MHEHHUS SKCIIEPTOB B OTHOILIEHUH ITPOTOKOJIA

UCCIICIOBAHMSI, BBIMTOJIHAEMBIX 3TAIOB, a TAK)Ke CPOKOB dKkcnozunuu POIT [9-12].

[TomuMo TpyaHOCTEH B AMArHOCTUKE 3a00JEBaHUS TAKXKE OCTPO CTOUT BOIPOC
Tepanuu JaHHOW TpyNIibl ManueHToB. OCHOBHBIM MPOSBICHUEM aMUIIOMI03a cepila B
OOJIBIIMHCTBE CiIy4yaeB siBIsieTcsl cepaeuHas HenoctaroyHocTh (CH). OcoGeHnHoctu
reMoauHaMuk y mnanueHtoB ¢ AKMII He mno3BoisAOT Ha3HayaTh MalMEHTaM
ONTUMAaJIbHYI0 Oa3ncHyo «kBajaporepanuio» CH [13, 14]. Miconp3oBaHUE TaKKX TPYIIIT
mpenaparoB, KaK AaHTHOTEH3UHOBBIX PEIENTOPOB W HENPUIU3MHA WHTHOUTOPOB
(APHWN)/uarn6utopoB anruoreHsuHmpenpaiaiiero dpepmenta (MAIID)/6mokaropos
peuentopoB anruoreHnsuna ll (bPA), 6eta-anpenodiokaropoB (BAB) HEBO3MOXKHBI Take
y TAIMEHTOB CO CHIKEHHOW (Qpakiuel BbIOpOca JIEBOTO KEIyJ0YKa BCIEIACTBUE
CHIW)KEHHUSl yJIapHOro oObeMa JIEBOTO JKEIyJ0YKa W TEHACHLUHMH K apTepuaibHOU
TUTIOTOHUY MPU aMUJIOUTHOM MOPAXKEHUH BETeTaTUBHOM HEPBHOM cucTeMbl. [Ipemapatsl
IPYIIbl HHTHOUTOPOB HATPHM-TIIFOKO3HOTO KoTpaHcnoptepa 2-ro tuna (MHI'KT-2) B
KPYITHBIX PaHIOMU3UPOBAHHBIX HcciaenoBanusx [15-18] nokazanu cBoro 23 HEKTHBHOCTH
B JseueHun XCHc®B, oagnako, B JnuTepaType HET JOCTOBEPHBIX JaHHBIX 00

3¢ (HEKTUBHOCTH 1 6€30MACHOCTH TPUMEHEHUS TAHHOM TPYTIIBI IPETapaToB y MAIMEHTOB

¢ AKMIL

B Poccuiickoir denepanuu Ha CErOAHAIIHUM JI€Hb HE NPUHAT HEWHBA3UBHBIN
aJITOPUTM IHArHOCTUYECKOTO MpOoTOoKoja paHHel auarHoctuku AKMII u tunupoBanus
aMmmiion1o3a. MHTepnpeTanus pe3yabTaTOB MHOTUX HHCTPYMEHTAIBHBIX UCCIIEA0OBAHUIM,
HEOOXOJMMBIX JIJIi TIOCTAHOBKM JIMAarHO3a W ONpENeNICHUs THMAa, B TOM YHCIE
PaMOU30TOITHOTO, 3aBUCAT OT KBaNU(pUKAIIMU U WHOOPMUPOBAHHOCTH CIICIIMATIUCTA.

Takum 06p8,30M, ONTMHU3alHA IIPOTOKOJIA JTHATHOCTHUKH ABJISACTCA aKTyaanoﬁ 33,)18,‘161\/'1



AJIs1 paHHECTO BBIABJICHHA aMWJIOW103a cepaua, €ro TUIMMpPOBAaHWA U ITOBBIIICHHA KaUCCTBA

OKa3aHug MEIUIIMHCKON moMon manuentam ¢ AKMII.

eab ucciaenoBanus

HBy‘-II/ITB OCOOEHHOCTH KJIMHHYECKOTO TEUYCHMS Pa3HbIX THUIIOB aMHHOHHHOﬁ
KapaAuOMHUOIIATHH, BO3MOXHOCTH HX HCUHBA3UBHOM AUATrHOCTHUKH PAIVUOHYKINIHBIM
MCTOAOM, a TaAKXC IHWHAMUKY KJIMHUYECKOM CHUMIITOMAaTUKH Ha (1)0H€ PaHHETO

Ha3HAYEHUS] HHTUOUTOPOB HATPUI-TIIOKO3HOTO KOTpaHCIopTepa 2 THIA.

3aaaun uccjae10BaHUA

1. Onpenenuth KIMHUYECKHE OCOOEHHOCTH TEYEHUSI aMUJIONTHON KapAUOMHOIIATUN
(9KCTpakapAUadbHbIE W KapAUalbHbIE CHUMIITOMBI, BU3YAJIU3UPYIOUIUE MPU3HAKH,
71a00paToOpHbIC MapKephl) B 3aBUCUMOCTH OT Thma ammionao3a (AL/ATTR).

2. OueHuTh 4acToTy pa3BUTHS Pa3HbIX THUIIOB CEPACYHOM HENOCTATOYHOCTH IpU
aMUJIOUTHON KapAHMOMHOIIATHH.

3. N3yuuTh NEpEeHOCMMOCTh ONTUMAJIbHON O0a3MCHOW Tepanuu y MAalHUEeHTOB C
AMUJIOMIHOW KApJIUOMHONATHEN, & TAK)KE OLICHUTh TCUCHHUE XPOHUYECKOW CEpIICYHOU
HEJOCTATOYHOCTH Ha (H)OHE HA3HAYEHUST HWHTUOMTOPOB HATPUK-TIIFOKO3HOIO KO-
TpaHcropTepa 2 Tura.

4, OLEHNUTH YYBCTBUTEILHOCTD M CIIEMU(PUIHOCTL CHUHTUTPaduu MUoKapaa ¢ " Tc-
nupodocdarom B BoisiBiieHnn ATTR.

S. ConoctaBuTh CUMHTUTpadUUYECKUEe MapaMeTpbl C KIMHUKO-TUArHOCTHYECKUMHU
noKasaTesiiMU ¢ Lenbio quddepenunansaon auarnoctuku ATTR.

6. OueHHTh JWHAMMKY I1apaMeTpoB cuuHTMurpaduu Muokapma ¢ PMTec-

nupodocharom Ha pone matorenernyeckoi Tepamuu ATTR.



Hay4Hast HOBU3HA

Brnepseie B Poccuiickoit @eneparuu chopMupoBaHa KpymHasi BHIOOpKa OOJIbHBIX
C aMWIOHWJIHOM KapAUOMMOIIATHEH, HAa OCHOBAaHMM KOTOPOW IIPOBEIEH AaHaIWU3

O0COOCHHOCTEH KIMHUYECKOTO TCUCHUI JaHHOT'O 3a00JICBaHUs.

BnepBple B MHpPOBOM MNPAKTUKE B paMKax OAHOLIEHTPOBOIO IHJIOTHOI'O
IIPOCIEKTUBHOIO  PAaHAOMU3UPOBAHHOTO  KIMHUYECKOIO HCCIIEIOBAHUSA  OLICHEHA
apexTBHOCTh U O6e30macHocTh panHero HazHaueHus MHI'KT-2 y manuentoB ¢ XCH,
pa3BuBuIeiics Ha pone AKMII BHe 3aBUCMMOCTH OT OeliKa-IpeIecTBeHHUKa. B panee
MPOBOJAUMBIX  PaHIOMHU3UPOBAHHBIX  HMCCJIEAOBAaHUAX HAIMYKME Yy  MAlMEHTOB
rUnepTpopuUYecKod W/WIM PECTPUKTUBHOM KapAUOMHUONATUU SIBISUIOCH KpUTEpUEM

HCBKIIOYCHHUA B UCCIICAOBAHUC.

Bnepsrie chopmMupoBaHB MPOTHOCTHYECKHE MOMACIHA 3aBUCHMOCTH HATHYUS
AKMII u ATTR-AKMII B 3aBUCHMOCTH OT psija KIMHHYECKHUX, J1a0OpaTOpPHO-
WHCTPYMEHTAJIBHBIX (DAKTOPOB, KOTOPBIC 00JIATAlOT BBICOKOW YyBCTBUTEIBLHOCTBIO

cnenu@UIHOCTBIO.

Brnepseie B Poccuiickonn ®epepauun  OLEHEHAa  YYBCTBUTEIBHOCTh U
cnenuUUHOCT cumHTUrpaduu Muokapaa ¢ PMTc-PYP OTHOCHTENBHO KOMILIEKCA
KIIMHUKO-1a00paTOPHBIX JaHHBIX. BIiepBbie OlleHeHa pojib CIIMHTUTpaduu MHOKap/a C
¥MTc-PYP B monmTopupoBanuu nporpeccupoBanuss ATTR-AKMII u auHamuka
CIUHTUTpa(prUEeCKMX TapamMeTpoB Ha (OHE MPOBEACHHS MATOTCHETHUYCCKOW TEpaITiH

cTabuiiM3aTopaMu TPAHCTUPETHHA.

TeOpeTI/I‘IeCKaﬂ H NMPpaKTHICCKasA SHAYUMOCTD PE3yJIbTaTOB

[Ipoananu3upoBaHbl OCOOCHHOCTH  KJIMHMYECKOTO TEUYEHUS  aMHWJIOUJIHOMU
KapJIMIOMHUOIIATHM B 3aBUCHUMOCTH OT OeiKa-TpeAlIieCTBEHHUKA. Pe3ynbTaThl paOoThI
JEMOHCTPUPYIOT, YTO HECMOTpPsi Ha OOIIHOCTh MAaTOT€He3a B BHJE OTJIOXKEHUS

HepacTBOpUMBIX GpubpmiLt amunonaa, AL- u AT TR-amuion103 UMEIOT TPUHIUITHAIBHO



pa3IMYHOE TEYeHHE. IJTO HUMEET OOJbIIOe KIMHUYECKOE 3HAa4YeHHE i1 Bpauei
pa3IMyYHBIX CIEHUATbHOCTEH (TepameBTOB, KapAHOJIOrOB, HEBPOJIOTOB, HE(POIIOTOB,
reMaTojoroB), IMOCKOJBbKY TO3BOJISIET MOBBICUTH HH(POPMUPOBAHHOCTH O JaHHOM
3a00JIeBaHUH, CBOEBpEMEHHO 3anoao3puTh Hamuune AKMII Ha paHHuX cragusax
3a00JIeBaHus, KOTJa MaTOreHeThYecKas Tepamnus Haubosee 3¢ (eKTUBHA.

B pamkax npocnexkTuBHOro wuccienoBaHus 3()(PEKTUBHOCTH U OE30MAaCHOCTH
HazHaueHuss UHI'KT-2 y mamumentoB ¢ XCH, passuBmieiics Ha ¢gone AKMII BHe
3aBUCUMOCTH OT THNa OelKa-IpealleCTBEHHUKA YCTAHOBJIEHO, YTO TEPANMs XOPOIIO
NEPEHOCUIIaCh, HEXEJaTeIbHBIX MOOOYHBIX 3(P(PEKTOB HE ObUIO 3apErUCTPUPOBAHO.
Tepanus nHI'KT-2 npuBoguna K yiaydylI€HUIO KIMHUKO-(DYHKIIMOHAJIBHOIO CTaTyca,
COMPOBOXK/IAJACh MOJOKUTEIbHON JTUHAMUKOW KapAHOCTIEHUPUUECKUX MapKEPOB.
VYcranosneno, yto tepanusi XCH (uAIIDO/APHU/BPA, BAB) moxer HazHauaThCs
nanueHTaM ¢ XCH Ha pone AKMII, ognako TpeOyeT MHAWBUAYATBHOTO MOIX0A.

OnpeneneHve  4yBCTBUTEIBHOCTH U CHEHU(PUUHOCTH  PaJMOU30TOIHBIX
apamMeTpoOB IMO3BOJSIET M3YYUTh BO3MOXHOCTH HEMHBA3UBHOW Iud@epeHInanTbHON
nuarHoctuku tanoB AKMIIL, a taxke ynmyummte nuarHoctuky AKMII B Poccuiickoit
denepany, 4YTO MO3BOJIUT M30€XKaTh 3aTpaT Ha HEOOOCHOBAHHBIE U IOBTOPHBIE

HCCIIEIOBAHUS.

MeTo010J10THsI M METOABI MCCJIEI0OBAHUS

Pabora BemonHeHa Ha 0Oasze Ortnmena 3a00J€BaHMM MHOKapaa W CEPACUYHOU
HEIOCTaTOYHOCTH W OTaena pagMOHYKIWIHOW JUArHOCTUKA W MO3UTPOHHO-
AMUCCHOHHOM TOoMorpadun HaydHo-MCCIen0BaTENbCKOr0 HWHCTUTYTAa KIMHUYECKOM
kapauosiorun uM. A.JI. MscaukoBa ®I'BY «tHMUIIK um. ak. E.. YazoBa» Mun3apana
Poccun.

JIns MOCTHIKEHHMS TOCTABJICHHBIX 3a/a4 MCCIEI0BaHME ObLIO pa3JeicHO Ha JBa
srama. [lepBeii 3Tam — 0OCEpPBAllMOHHOE OIMCATEIBPHOE HCCISAOBAHHE, B paMKax
KOTOPOTro orleHuBaJIoCh KinHU4Yeckoe TeueHue AKMII B 3aBucumoctu oT Tuma Oenka-

MPEAIIECTBEHHUKA, OCOOCHHOCTH Ja0OpPaTOPHON JMATHOCTUKUA W BHU3YaJTM3UPYIOIIUX



MeToJ0B auarHoctuku  (dnektpokapauorpadus (OKI), OxoKI, crunTurpadus
muokapza ¢ ®"Tc-PYP). 3a 12-Mecsa4HBII epro | HAOIIOACHHUS OLIEHUBAJIUCE CEPICYHO-

COCYIUCTBIE COOBITHS, IEpEHOCUMOCTh Tepanuu XCH.

BTopoii 3Tan — npOoCHEKTUBHOE MUJIOTHOE OJTHOLIEHTPOBOE PAHIOMHU3UPOBAHHOE
HUCCclIe0BaHNe a3 peKkTUBHOCTH u 0€e30I1acHOCTH nHI'KT-2. [TanmmeHThI
panaoMusupoBanbl B 2 rpynmnsl: rpynna tepanud MHI'KT-2 u rpynma 6e3 mpuema
uHI'KT-2. [Tanuentsr obeux rpynn nonydanu OaszucHyro tepanuio XCH c¢ yuerom
NEePEHOCUMOCTH TpyIn MpenapaToB. [IpolomKkuTensHOCTh HAOMIOACHUST cocTaBuia 6
MeCSIIIEB. 3a ATOT MEPUOJ] OLIEHUBAJICSA KIMHUKO-(YHKIIMOHAIBHBIX CTaTyC, TUHAMUKA
nabopaTopHbIX Mapk€époB, auHamuka OXoK[ mapameTpoB, Hamu4yue CepleyHO-

COCYJIUCTBIX COOBITHIA.

HpI/IMeHSICMBIC MCTOJbl AWArHOCTUKKM M IMPOBOJHMMAA TCpalursd COOTBCTCTBYIOT
COBPCMCHHBIM KIIMHHUYCCKHMM PCKOMCHAAIIHAM. HJ’IH CTaTUCTUYECKOU O6pa6OTKI/I
HCIIOJIB30BaHbI PCICBAHTHBIC MW COBPCMCHHBIC PACUCTHBIC MCTOAbI, IIOJIHOCTBIO

OTBEYAIOMINE 3a/1a9aM HaCTOSIIEH paboTHI.

OcHoBHBIE IMOJIOKE€EHHU S, BBIHOCUMBIC HA 3aIUTY

1. HecmoTpss Ha  OOLIHOCTH  MaTroreHe3a  pa3HbIX TUIOB  AMHJIOMAHOU
KapJIMOMHOIIATUH B BUJIE OTIOKEeHUSI aMuIonaHbix Guopuiut, AL u ATTR-amunonno3
UMEIOT pa3lIuyHOe KIMHUYEeCKoe TeueHue. AL-aMunonao3 xapaxrepusyercs Ooliee
BBICOKMMU KOHIICHTPAIIUSIMU KapAUOCHEIU(DPUUIECKUX MAPKEPOB.

2. Cepneunas HEJIOCTATOYHOCTh pu AMUJIOWTHOMN KapAUOMHUOIIATUU
XapaKTepU3yrTCs pa3IMnYHBIMU TUIIAMH — HaOItoaeTcst kKak coxpaneHHnas @B JIK, tax
Y YMEPEHHO-CHI)KEHHAsI U CHUXKEHHAS.

3. [TanpeHTaMm ¢ XpOHUYECKOUN cepAeuHOM HEA0CTATOUHOCThIO Ha (DOHE aMUIJIOUTHOM
KapIMOMHOINIATUM MOXET ObITh Ha3HAu€Ha CTaHJapTHas Tepamus CepAcUHON
HEJIOCTATOYHOCTH C YYE€TOM HHIUBUAYAJIBHOW INEPEHOCUMOCTH TPYIIl IPENapaToB.

Tepanust ~ UHrHOUTOpPAaMH  HATPUN-TIIFOKO3HOTO  KOTpaHCHopTrepa 2-TO  TUNa
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PEKOMEHJIOBaHA MallMeHTaM C XPOHUYECKOW CepJeYHONM HEIOCTAaTOYHOCThIO Ha (poHe
aMUJIOUIHON KapMOMHUONIATUH BHE 3aBUCHMOCTH OT OeIKa-MpeIIeCTBeHHUKA.

4.,  Tlnanmapnas cumaturpaduu ¢ *°*"Tc-PYP B Boiasiaenun ATTR-AKMII oGnamaer
BBICOKOM YYBCTBUTEIBHOCTHIO, OfHaKo Hu3koM crnenudpuyHoctbio. ODKT/KT mnpu
naxorennu P"Tc-PYP B mmokapie mHTeHcuBHOCTBIO Grade 2-3 00nagaer BHICOKOM
YYBCTBUTEJIBHOCTHIO U CHIEIU(UIHOCTBIO.

5. [IpennoxkeHHasi MporHocTudeckast Mozelb 3aBUCUMOCTH Hanuuusa ATTR-AKMII,
BKJIIOYAIOIAsl KIIMHUKO-IMAarHOCTUYECKUE MOKAa3aTeNu, UMEET YyBCTBUTEIBHOCTh 97,9%
u cnenuduaHocTh 98,9% Ha stane nuddepennmansuont guarnoctukn ATTR-AKMII.

6. Ha ¢one naroreHeTmyeckod Tepanuu cTaOuUiIuM3aTropaMyd TPAHCTUPETUHA MO
JNaHHBIM cuuHTArpaduM Muokapaa ¢ ™Tc-PYP mabmromaeTcd TeHAEHIMS K

ymeHbIeHuto nokasaress H/Cl u ymenbienuto nonu nanventoB ¢ Grade 3.

BHeapenne pe3yibTaToOB B IPAKTHKY

JlaHHBIE, TMIOJlydYEHHBIE B paMKaX MPOBEICHHOIO WCCIENOBAaHUS, MIUPOKO
NPUMEHSIOTCS B KIIMHUYECKOW M HaydHOU mpakTuke Otaena 3a0oneBaHUN MUOKapa U
CEPACUYHON HENOCTATOYHOCTH U OTAeNa paJluOHYKINIHON TNarHOCTUKHU U MMO3UTPOHHO-
OMUCCUOHHOM ToMorpaduu HayuHo-MCClIe0BaTENBCKOTO HMHCTUTYTA KIMHUYECKON
kapauosiorun uM. A.JI. MsacuukoBa ®I'bY «HMHUILIK um. ak. E.. HazoBa» Munsapasa

Poccun.

CTeneHb 10CTOBEPHOCTH M aNPodaIusi pe3yJbTaToB

JIoCTOBEpHOCTh M HAIEKHOCTh C(HOPMYIUPOBAHHBIX BBIBOJIOB OOECIEUMBAETCS
JIOCTaTOYHBIM YHCJIOM TAIlMEHTOB C Y4YeTOM Op¢GaHHOCTH HM3ydaemMoro 3aboJieBaHUS,
TIIATEJIbHBIM [UIAHUPOBAHUEM AW3aiiHA UCCIEAOBAHUs, NMPUMEHEHUEM COBPEMEHHBIX
BBICOKOTEXHOJIOTUYHBIX METOJIOB HCCIIEIOBAHUS.

OcCHOBHBIE MaTepHallbl UCCIAEAOBAHUS JOJIOKEHBI HA POCCHMCKUX KOHIpEccax U

KOH(EPEHIUAX: MEeKperuoHaabHol KoHpepeHu «CepaedyHas HeA0CTaTOYHOCTh OT A
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no S. Kak He moTepsTh MalMeHTa Ha dTanax OKa3aHWs MEIUIMHCKONW moMomm» (8
nekadps 2020r.; 19 mas 2021r.; 8 gexabps 2022r.; 18 mas 2023r.; 7 nexabps 2023r.);
dopyme monoapix kapamonioroB 2022 (13 mas 2022r.); X Poccuiickom dopyme 1o
CEpJIeYHON HEIOCTATOUYHOCTH M 3a00JieBaHUSIM MUOKapia, r. Yda (4 oktsaops 2023r.);
26-m  Konrpecce Poccuiickoro o6mecTBa XOATEPOBCKOTO MOHUTOPUPOBAHUA U
HenHBa3uBHOU snektpodusunonorun (POXMHUHD), 18-m Bcepoccuiickom koHTpecce
«Knunuueckast anexktpokapauonorusi», Xl-it Beepoccuiickoit koH(epeHIUH AETCKUX
kapauonsoroB  ®MBA  Poccuu, 1. Actpaxanb (23-24 anpens 2025r.); XIX
BcepoccuiickoM HalMOHAaIBLHOM KOHTPECCE JIYYEBBIX JIMAarHOCTOB M TEPAreBTOB
«Pamuonorusa-2025» (28 wmas 2025r.); 14-it  Bceepoccuiickoil koH(pEpeHIIMH ¢
MEXIYHApOIHBIM ydacThueM «[IpoTuBopednsi cOBpeMEHHON KapIUOJIOTHH: CIIOPHBIC H
HepelieHHble Bompockl», . Camapa (7-8 wHosOps 2025r.); II-m Konrpecce c¢
MEXIyHApOaHbIM YyuacTueMm «l'eHetnka u cepaue. OT pacmmppoBKH Te€HOMa - K

KJIIMHUYECKOMU MpaKTuke», I. Mocksa (7-8 despaisa 2026r.)

Anpobanus quccepTaiyy cocTosiach Ha MexoTaeneHYecko koHpepenunn HUN
KimHn4eckor kapauosoruu uM A.JI. Mscaukosa ®I'BY « HMULIK nm. ak. E.W. YazoBa»
Munzapasa Poccun 31 mapta 2026 rona (mpotokost Ne2). Jluccepraiusi peKOMEHI0BaHa

K 3aIlI1TC.

JInuHbIN BKJIAJ aBTOPA

ABTOpPOM COBMECTHO C HAyYHbIMH PYKOBOJHUTEISAMH  OCYIIECTBIISIOCH
IUIAaHUPOBAHKE HU3aliHA UCCIEA0BaHUs, (DOPMYIMPOBAHUE €0 OCHOBHOM LIETU U 3a/au.
BrITloTHEH TIOMCK W BCECTOPOHHUN aHAIW3 OTEYECTBEHHBIX U 3apyOeKHBIX

JIUTCPATYPHBIX JaHHBIX IJIA OIIPCACICHUA ONTUMAJILHOM METOOO0JIOTHN pa6OTBI.

beum npoBeneH HaOOp MalMEHTOB sl BKJIIOUCHHS B HCCleoBaHUE. ABTOPOM
OCYIIECTBIISUIOCH BEJICHHE TAIMEHTOB KaKk aMOyJIaTOPHO, TaK M B YCIIOBUSX CTallMOHApa
B TEUCHHME Bcero mepuoja HaOmoneHus. [IpomsBenen cOOp MEepBUYHBIX JaHHBIX, Ha

OCHOBAHHMH KOTOPBIX CO3/JaHa U CUCTCMATU3HUPOBaHa baza JaHHBIX. ABTOpOM BBIITOJIHCHA
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CTaTUCTHUYCCKAasA o6pa60TKa IMOJIYYCHHOT'O MaTCpualia, p€3yJIbTaTbl MHHTCPIIPECTUPOBAHEI C

nocienyomeil GopMyInpoBKOH BbIBOIOB.

HOJ’Iy‘—IeHHBIC BBIBOAbI OTPAKCHbBI B HAYYHBIX CTaTbiX, Hy6JII/IKyeMBIX B

peleH3upyeMbIX U3aaHusx. B nocaenyromemM chopmMupoBaHa quccepTaloHHas padboTa.

Hy6oaukanuu

Matepuansl JuccepTalMOHHON paboThl U310KEHbI B 9 medaTHbIX padboTax, 8 u3
KOTOPBIX OIyOJIMKOBAaHBI B PELIEH3UPYEMbIX HAyUHBIX M3JaHUSX, PEKOMEHJIOBAHHBIX B
nepeuHe Briciiei aTTecTallMOHHON KOMUCCUU ITpU MUHHUCTEPCTBE 00pa30BaHus U HAYKU
Poccuiickoii @enepannu, | HayuHas cTaThs OMyOIMKOBaHA B M3JaHUH, PELICH3UPYEMbIM

Scopus.

CrpykTrypa U 00beM JUCCEPTALUU

HuccepranionHass padoTa TPaJWLMOHHO CTPYKTypUpPOBaHa U COCTOHUT U3:
BBeneHus, miaB «0030p nuTeparypbl», «Matepuanbl U MeToAbl», «Pe3ymbrarbiy,
«OOCYXICHHE PE3yJIbTaTOBY, 3aKIIOUCHUS, BBIBOJOB, MPAKTHYCCKUX PEKOMEHIAITUI.
Martepuanbl paboTel u3noxeHbl Ha 161 crtpanume. PaGora wmoctpupoBana 24

pucyHkamu u 18 tabaunamu.
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I'naBa 1. O630p auTEpaTyphI

1.1 Onpenenenue

AMUIIONI03 — A3TO TeTeporeHHas rpynmna 3a0o0JIeBaHMM, XapaKTEepU3YIOIIascs
HapyIICHUEM CTPYKTYpbl OETKOB C MOCIEAYIOUIMM (POPMUPOBAHHEM HEPACTBOPHUMBIX
aMUJIOUHBIX arperaToB. AMUJION] HAKAIUIMBAETCA B TKAHSIX OPTaHOB, CIEICTBUEM YETO

SIBJISICTCS TIPOTpecCUpyroliee HapylneHue ux Gyukiuu [19].

BHekseTouHble OTJIOXKEHUS aMUJIOUIHBIX (UOPWILT B MHOKap/ie NPUBOJAT K
dopmupoBannio AKMII, koropas 3ayacTyr0 yIycKaeTcs B KauyeCTBE MPHYMHBI
nuacronuueckoit nuchynkuun (1) u XCHc®B [20, 21]. AKMII — 3aboneBanue
HEYKJIIOHHO TMPOTrpeccUpyrolee, ¢ KpailHe HeOIarompusITHBIM IMPOTHO30M M BBICOKUM

pPUCKOM (haTaIbHOTO MCXO/a MPU OTCYTCTBHH CrieluprudIecKoi Teparnuu [22].

1.2 Knaccudukauusi aMuJion03a, 0CHOBHbIE THIIbI

Cornacio  Homenknatype  MexayHapogHoro  oOmmiecTBa  aMHIIOM03a,
yTBepkIeHHOH B 2024 romy, uuciao (GUOPMILIAPHBIX OEIKOB-NPEIIIECTBEHHUKOB
aMWJIOH]Ia B HACTOsIIEe BpeMs cocTaBiseT 42. 19 U3 HUX acCOLMUPOBAHBI C CUCTEMHBIM

IMOPaXXCHUCM OPIraHOB, Su3 KOTOPLIX MOT'YT IIPOABJIATHCA KaAK CUCTCMHO, TaK U JIOKAJIBHO

[23].

Ha cerogusamuuii a€HbL  JOCTOBEPHO M3BECTHBI «9  TUMOB  OEIKOB-
MPEAIICCTBEHHUKOB aMUJION A, CIIOCOOHBIC (POPMHUPOBATH JICTIO3UTHI BO BHEKJICTOUHOM
MIPOCTPAHCTBE KapAMOMHOLIMTOB». HacToTa BCTpeuaeMOCTH HEKOTOPHIX U3 HUX «KpalHe
penka (AApoAl, AApoAll, AApoAlV, AB2M, AFib, AGel)». Heckombko gate cepaiie
MopakaeTcsi IpPU BTOPUYHOM aAMHIJIOMI03€, ACCOLMUPOBAHHBIM C CHUCTEMHBIMHU
BOCMAJIUTENIbHBIMKU  3a0oJsieBaHusAM (AA-amunonnos). [logaBnsromiee OOJBIIMHCTBO
ciryyaeB AKMII acconuupoBanbl ¢ AL u ATTR, Ha ux 1010 MO JaHHBIM MHUPOBOM

JUTEepaTypsl IpuxoauTcs nopsaka 98% [24]. «<HecmoTpst Ha CHCTEMHOCTD KITMHHYECKHUX
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IPOSIBJICHUI, MYMEHHO TIOPAXKEHUE CEP/LIA ABIIAETCS ONPEAEIIAIOIINM HEOIAaronpusi THbINA

IIPOTHO3 COCTOSTHUEM M BeIyIIeH MPUUNHOW BBICOKOM JieTaibHOCTHY» [25, 26, 27, 28].

1.3 DnuagemMuo10rus

[TepBoe ynmomunanue 00 amuinonaose garupyercsa 1639 rogom, koraa R. Kyle mpu
ayTOINICUU MOJOJOTO MYKUMHBI ¢ mporpeccupytomeid CH omucan «Oenpie KaMHWY,
NOpa3uBIIMX BHYTpeHHHE oprasbl [29]. OmHAaKO KakK caMmOCTOSATENbHOE 3a00JieBaHUE
aMHIIONI03 OBbLI BBIJEICH TOpa3ao Io3aHee - B mepBoil mojoBuHe XX Beka [30].
JlnurenbHOe BpeMs mpoOieMe amumionao3a u, B yactHoctH, AKMII yaensiocs
HE3HAUNTEIHLHOC BHUMAHWE, TOCKOJIBKY JaKe€ B Clydae IOCTAHOBKH IPABUIBHOTO
JMarHo3a OTCyTCTBUE Clienn(pruueckoi Tepanuy 03Havaio JUIlb OKuJaHue (haTaabHOTO

ucxoja Ha GoHEe HEN30EKHO MPOrPECCUPYIONIETO 3a00JIeBaHUsI.

ITepenomubiM MOMeHTOM cTail KoHelr XX - Hawyaino XXI| Beka, korjga 4ucio
JMAarHOCTUPOBAHHBIX CIIy4aeB CTAJIO PE3KO yBeIWYMBATHCS. OIHAKO BEAYIIYIO POJIb B
ATOM ChITPaJl HE CTOJIbKO UCTUHHBIN POCT 3a00JIEBAEMOCTH, CKOJIBLKO MIpUAaHue OOJIbIIIEH
3HaunMocTu npodsieme AKMII, a Takxke psan apyrux ¢pakropoB. «Takoe MOBBIIIEHHOE
BHUMAaHHE K JAHHOW HO30JIOTMM OIPENENSIETCS TPEMS OCHOBHBIMU IpUYMHaAMu: 1)
MOSIBJICHHE B MUPE IpernapaToB jis natorenetTndeckor tepanuu kak AL-AKMII, tak u
ATTR-AKMITI; 2) npusnanue AKMII 3Ha4uMoil 3THOIOTMYECKOM TPUYHMHON pa3BUTHUS
XCHc®B, AC; 3) noctwkeHus B BU3YaTU3UPYyIONUX MeTonax auarHoctuku (OxoKT,
MarHuTHO-pe3oHaHcHass Tomorpaduss (MPT) wu  paavMoHyKIMAHBIE  METOJbI),
MO3BOJIAIOIIMX HEMHBA3UBHO NoATBepxkaaTh nuarno3 ATTR-AKMII». HemanoBaxHoe
3HAUEHHE TAKXKE ChIrpaJl MPOTPecc B 00JACTH MOJIEKYJSPHON T'€HETUKH, YTO KacaeTcs
HacienctBeHHbIX popM ATTR-AKMII u panHero BbIsBICHUS MATON€HHBIX M YCIOBHO-

HaTOreHHBIX MyTallUi Y POJACTBEHHUKOB MP0oOaH10B [6].

Peanbnast pacnpoctpanenHocts AKMII Ha cerogHsiiHuiA J€Hb JOCTOBEPHO
Heu3BecTHA. «[lo JaHHBIM aMEpUKAHCKOrO MeTaaHalv3a, BKIoudaBmiero 121 122

nanuenTa ¢ AKMII, 3a 2000—2012 rr. pacipocTpaHEHHOCTh YBEIUYUIIACh C 18 yenoBek
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(95% nosepurenbublii uatepsan (M) 17,5-18,5) na 100 teIic. Hacenenus 1o 55 (95%
JAN 54,3-56) na 100 teic. HaceneHus; P<0,01. IlepBuunas 3aboneBaemocTs cpenu 38 254
MPOAHATN3UPOBAHHBIX CIIy4acB 3a AHAJIOTUYHBIN MEPUOJ] BPEMEHU YBEIMYWIACh C §
(95% 1 7,5-8,2) no 16,6 (95% AN 16,2—17,1) na 100 teic. Hacenenus B rox; P<0,01»
[1].

MHoOTro4YHNCIeHHbIE HOBBIE MCCIEAOBAHUS B OTHOIICHUHM PACIpPOCTPAHEHHOCTH U
3aboneBaemoct AKMII neMoHCTpupyroT, uTo 3aboJjieBaHME OCTaeTcs BcE emmé
HeoolleHeHHBIM. B 9% cnydaeB y TaUMEHTOB C TEPBUYHBIM  JIUATHO30M
runeprpopuueckoit kapauomuonatuu (’KMII) B panbHeileM IuarHOCTHPYETCS
AKMII [28]. ATTR-AKMII BeisiBasiercss y 16% narueHToB ¢ gereHepatuBHbIM AC, y
13-17% - ¢ XCHc®B [32]. [To manubM ayToncuu B 10-25% ciiy4aeB cpeau NaIlieHTOB
crapiie 80 JIeT BBIABISAIOTCS JACTO3UThl amiiona [33].

B 2007-2022 roxy Obul chopMuUpOBaH KpyHNHEHIIUN MEXIYHAPOIHBIN PEruCTp
THAOS, Bximrouasmuii 6368 narmentoB ¢ AT TR-AKMIT u3 23 crpan, 1707 13 KOTOpBIX
— 0OecCHUMNTOMHBIE HOCUTEM MYTAllUd B I€HE, KOJAHMPYIOIIEM CHUHTE3 TPAHCTHUPETHUHA
(TTR) [34].

AL-AKMII BcTpedaercst HECKOIBKO Yallle U sBJseTcsa 60see pacinpoCTpaHEHHBIM
tuniom AKMII. MupoBas 3a6071€BaeMOCTb 110 HEKOTOPHIM UCTOYHHUKAM COCTABIISIET OT
5,1 no 12,8 cny4yaeB Ha MUIMOH nanueHTo-ieT. B Coeaunennsix IllTaTax exeroaHo
nuarHoctupyercst ot 1275 ngo 3200 HoOBBIX cimydaeB AL-amunonmosa, mpu 3TOM
nepBUYHas 3a00JIeBAEMOCTh YBEIMYMIIACh OT 9 110 14 ciiyyaeB Ha MUJIJTMOH MalMEHTO-
JIeT, a pacupocTpaH€HHOCTh focTuraeT 40,5 ciydaB Ha | Mol Ha MoMeHT 2015 roaa.
B cpaBaenun ¢ 2007 rogom pacnpoCTpaHEHHOCTh 3HAYMMO BO3pocia ¢ 15,5 ciiyyaeB Ha
1 Mmuumon [35].

Odummanbabix  gaHHbBIX 0  pacnpoctpanenHocth AKMIT B Poccwuiickoit
Odeneparun HeT. VIMerOTCs pa3po3HEHHBIC JaHHBIE, MNYOJHUKYyEMbIE pa3IMYHBIMU
[EHTPaMH, 3aHUMAIOIUMHUCS MPOOIeMaMu aMUJIONI03a. Tak, HalpuMep, B OJHOU U3
pabot «mpoananuzupoBanbl 60 cimydaeB marmeHToB >65 sner ¢ 'KMII (tommuna
MexoxenygoukoBoi neperopogaku (TMXII) >14 mm). B 20% ciiydyaeB Obliia BbIsIBIEHA

AKMII, cpenu nux 5 ciyvaeB (8,3%) AL-amunounnosza u 7 ciyvaeB (11,7%) ATTR-
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amuiionosa» [36]. «B ucciaenoBanuu B.B. PameeBa u coaBT. ObLI MpoaHAIU3UPOBAH
nepuoa ¢ 1995 mo 2017 rox, Bo BpeMsi KOTOPOTO MO HAOTIOEHHEM HaXO0IUI0Ch 359
nareHToB ¢ ammiaouao3oMm. Cpemu mHux y 110 (30,6%) Obin muarHoctupoBaH AL-
aMuiIon103, y 5% 0onbHbIX — AT TR» [37]. «CortacHo JaHHBIM DKCIIEPTHOI'O LIEHTPA 110
amunonno3y cepaua GI'bY "HMULL kapauonorun um. ak. E. U. Yazosa" Mun3apasa
Poccun, cpenu 152 nanuenTtoB ¢ nogo3penreM Ha AKMII 3a nepuoxa 2021-2023rr y 63
MAIMEHTOB NOATBEPKIeH nuarno3. Cpeau Bcex noATBep kaeHHbIX ciydyaeB AKMIT y 36
(57,1%) nauuentoB TunupoBan AL-amuiionnos, y 25 (39,7%) — ATTR amunonnos, y 2
(3,2%) — AA-ammiton 103 ¢ mopakenueM cepata» [38].

Ho, x coxanenutro, He Bcerna guarHo3 AKMII moxxer ObITh yCTaHOBIICH
nprxu3HeHHO. «B 42,1% ciydaeB nuarHo3 yctaHaBiMBaeTcs Ha ayrorcuu» [37], HO
naHHas 1rdpa MOKET BapbUPOBATh B 3aBUCHUMOCTH OT JIeUeOHOTO yupekaeHus. «Tak,
Hanpumep, 1o naHHeM Pe3nuk E. B. u coaBt. B nepuog ¢ 2008 o 2019 rox cpenamn 445967

CllydaeB y 56 TuarHocTUpoBaH aMuiion103 mocMeptHo» (0,0126%; 12,6/100 toIc.) [39].

1.4 IIaTorenes

Bre 3aBucuMocTH OT THMa O€NKa-TPEIIISCTBEHHUKAa OCHOBHBIE MEXaHH3MBI,
JeXalue B OCHOBE MATOTeHe3a aMUJIOW/03a, CXOXKH B TOM, YTO CIIOCOOHOCTH Oenka
CTAHOBUTHCS AMUJIOMJOTCHHBIM OOYCJIOBJIEHA MpPUOOpeTeHHuEeM OoJsiee, 4eM OJIHOU
koH(popmaruu. Amwmions; GopMupyeTcs, Koraa OelOK-MPeaIIECTBEHHUK TEPSieT CBOIO
bU3MONIOTHYECKYI0 W (YHKIHOHATBHYIO CTPYKTYypy. TpurrepamMd MOTyT OBITh
AHOMAJIBHBIN TIPOTEOJIU3, TOYCUHBIE MYTAIlMH, MOCTTPAHCIAIUOHHBIC MOIAU(UKAIIH,
Takue kKak (hochoprimpoBaHue, OKUCICHUE U TIUKUpoBaHUE. HenmpaBuibHO CBEPHYTHIE
OCJIKM CBSI3BIBAIOTCSI ¢ aHAJIOTHYHBIMU CTPYKTypaMmH, 00pa3ys OJIMTOMEPHI, a 3aTeM |
BBICOKOYTIOPSA0UEHHBIE (PUOPUIUIBI, KOTOPBIE IUPKYIUPYIOT B KPOBU U OTKJIAIBIBAIOTCS

B MHTEPCTUIIHAILHOM IIPOCTPAHCTBE opranoB-muiieHei [40].

TeMm He MCHCC, TUIINPOBAHUC 6eJIKa-HpeI[HIeCTB€HHI/IKa ABJIAACTCA KpaﬁHe Ba’KHbIM

B OTHOIICHHM Ha3HAYCHWs MATOTCHETUYECKOHM Tepamuu 3toro 3adosnesanus [40]. A
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BOBJICYCHHOCTb TOI'0O MJIM HMHOI'O OpraHa B aMUJIOUHBIN nponuecc IMmpsMo BIIMACT Ha

IIPOTHO3 U BEDKMBAEMOCTh IanueHToB [41].

1.4.1 ATTR amuiougHasi KapaMmoOMHONATHSA

benkoM-nipeaIecTBEeHHUKOM ATTR-AKMII ABJISETCA TPAHCTUPETHH.
TpaHncTUpeTHH — TOMOTEHHBIM TeTpaMepHbI Oelok, B OoJblIEH CTENeHU
IIPOLYLUPYEMBIN IIEYEHBIO, B MEHBIIIEN CTEIEHU - COCYAUCTBIM CIIETEHHEM T'OJIOBHOTO
Mo3ra. OCHOBHOM ero (QyHKIUEH SBISETCS TPAHCHOPT PETUHOJA W THUPEOUTHBIX
ropMoHoB. [lo TOI WiaM MHON NMPUYMHE TPAHCTUPETUH NMPUOOPETAET HECTAOMIIBHYIO
KOH(OpManuioo, 4TO OPUBOAUT K €ro JUCCOIHUALMU N0 JAMUMEPOB U MOHOMEPOB.
MoHoMepsl B JajbHEHIIEM CKJIaAbIBAlOTCA C (OPMHUPOBAHUEM pACTBOPUMBIX U
HEPaCcTBOPUMBIX arperatoB. HepacTBopumbie CTPYKTYpbl (DOPMHPYIOT aMUIOUIHYIO

budpmty [42, 43]. Iatorenes npezacrasicH Ha Pucynke 1 [42].

AIrperanus
Monomepsr Jleno3uTEt
>PBL AMILTOHIHASL
CEEPHYTEIR 6 aMIUIoOHaa
MOHOMEPH (bll p I’ma
1 ! " o )

ToMeocTaTes 8 )
‘ecxme s
‘HIPYImRRET

P ) $

y )

Jucconmanmsa
TeTpaMepa

CeneKTHBHBIH
TIPOTEOIH3

Pucynok 1. [Tatorenes ATTR-AKMII

ATTR-AKMII, B cBoIO ouepenp, MOApA3CIICTCA Ha «JIAWKHUID» THI, U paHee
Ha3bIBaeMbIl «cTapueckuit» (ATTRW), a Takke HacIeCTBEHHBIN WM BAPUAHTHBIN TUTT

(ATTRV). Ilpu HacjeICTBEHHOM THIE K IeCTAOMIM3AIMUd TPAHCTUPETHHA MPUBOJIUT
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Hajmuuue myTtaruu B redHe TTR. CuHte3 Oenka kogupyercs Ha xpomocome 18012.1 u
oxBaTbiBaeT 4 3k30Ha [44]. ATTRV umeeT ayToCOMHO-TOMUHAHTHBIN THIT HACJICIOBAHHUS
1 00JIaaeT pa3InyHON MEHETPAHTHOCTHIO. B HEKOTOPBIX CiTydasx 4eTOBEK MOXKET ObITh
HOCHUTEJIEM MYTalliH, OJTHAKO [IPU 3TOM MOKET HE UMETh (PEHOTUIMHYECKUX MPOSIBICHUIN
3a00IeBaHUs B TCUCHHE KU3HH. [[eHeTpaHTHOCTH, B OOJIBIIEH CTETICHH, 3aBUCUT OT TUTIA
MyTalli M psAfa HMHBIX BHEIIHUX M BHyTpeHHHMX (akrtopoB [45]. M3BectHO 140
IreHEeTHYECKUX MyTallui, aCCOLMUPOBAHHBIX ¢ pa3ButueM AT TR-aMunonmnosa, mpu 37oMm
HanOoJiee PACIPOCTPAHCHHOW M0 Bcemy Mupy sBisercs Val30Met, Vall22lle u
Glu89GlIn [46, 47]. DHAEMUYHOCTh Pa3IMYHBIX HYKJICOTHIAHBIX BapUaHTOB B reHe TTR

npejcraBieHa Ha Pucynke 2 [46].

r ot

Thr60Ala
e Kingdom, Irefand
Vali22lle——

(Londor
Val30Met ﬁ\
Thr80Ala Potarl Sos ' Y lle68Leu val30Met
Appatacrsa) France, Satze (taly) )

Val122lle

v (Ured States, Canibean)

-

Val30Met ‘
B Vali22lle l
(Westorn Afrigo)

" 4

PucyHok 2. DHIEMUYHOCTh Pa3JIMYHBIX HYKJICOTUIHBIX BApUAHTOB B reHe 1 TR

Ecmu rosoputh o «aukom» tune ATTR-AKMII, to mpuumnHa, mo KOTOpoOi
TPAHCTUPETHH NPUOOpPETaeT HECTaOWIbHYIO CTPYKTYPY JIOCTOBEPHO HEHU3BECTHA.
OCHOBHOIM  TUIIOTE30l  SBJISIOTCS  BO3PACTHBIE HApYLIEHUS TOMEOCTaTHYECKUX
MEXaHHM3MOB, TOJPa3yMEBAIOIINE CIOKHBIA KOMIUIEKC MOJICKYJSIPHBIX MOJOMOK [48].
3aboneBanue pa3BuBaeTcsl B Bo3pacte 60-65 yer, XOTs M0 MEpe yBEIUYEHUs! BO3pacTa

€ro pacCnpoCTPpaHCHHOCTL YBCIMYHBACTCH. BCTpG‘{aeTCH qamie y JIMI MYKCKOIro Iioja

[22].



19

1.4.2 AL amuiongHasi KApAUOMUONIATHS

B ocuoBe maroreneza AL-AKMII jexur mosBJICHHE aHOMAJIBHOTO KJIOHA
MJIa3MaTHYECKUX KJIETOK (peke B-KiIeTouHOro), Kak mpaBuiio, HEOOBIIIOTO pa3Mepa, co

cpenHei nHpUIbTpauel mIa3MaTHUYeCKUMHI KIIeTKaMu KOCTHOTO Mo3ra B 10% [49].

B HOpManbHBIX (U3HOTIOTHIECKUX YCIOBUSX HMMYHOTJIOOYJIUHBI CEKPETUPYIOTCS
B BUJIE JUCYJIb(PHUIHO-CBI3aHHBIX KOMILJIEKCOB, COCTOSIIUX U3 ABYX TSKEIBIX IENel U
JIBYX JETKuX Ienei. JI€rkue 1enu HMMMYHOTJIOOYJIMHOB COCTOSAT M3 IN-KOHIIEBOTO
BapuaOeIbHOTO IOMEHA U KOHCTAaHTHOTO JIoMeHa. [lociienoBatennbHOCTh BapuadeILHOTO
noMeHa (OpMHUPYETCsl B pe3yJbTaTe MEPECTPOEK IE30KCUPUOOHYKICMHOBOU KHCIIOTHI
(AHK), 3arparuBaromux BapuaOelbHblE, TUBEPCUDUKAUOHHBIE M COEIUHUTEIbHBIC
CErMEHTBI T€HOB, KOTOPhIE B COBOKYITHOCTU CIIOCOOCTBYIOT pa3HOOOpa3uio pernepryapa
aHTUTEN, HeoOxomumoro s 3ddexTuBHOro MMMmyHHOro otsera [49]. Kirouesbie
MaTOr€HETUYECKUE MEXaHM3MbI BKJIIOYAIOT XPOMOCOMHBIE aHOMAJIMHM, COMATHYECKHE
MyTaIu, a0eppaHTHYIO HKCIIPECCUIO T€HOB, HAPYIICHHUS ITyTEH CBOpAUYMBaHUS OCITKOB U
POJIb CEKPEIuU [IUTOKWUHOB U XEMOKHUHOB. B pe3ynbTaTe NpOUCXOIUT TUNEePIPOAYKIIUS
CBOOOJHBIX JIETKUX LIE€TMeil HMMMYHOTJIOOYJMHOB C YHUKAJIbHOM MOHOKJIOHAJbHOU
MOCJEAOBATEIBHOCTEIO M € aMWJIOUWJOTCHHBIMM CBOMCTBAMHM, UYTO BBI3bIBACT
opraHocrnenu(puyeckoe OTI0KEHUE aMHWJIOWJa, KIMHUYECKYI0 TeTepOreHHOCTh U
BapuabenbHbie ucxoapl y manueHtoB [50]. ITatorenes AL-AKMII npencraBieH Ha

Pucynke 3 [51].



20

Haruenas cTpykrypa

Tsxeasle nenu
(T A

‘B
NN VL 1aM07a ren
Jlerxue nenu VG, Vo me m ITEE
(JILD) - - Tl
Cardiac tropism YacTHIHO Pa3BepHyTad NPOMEKYTOYHAL
1gG IGVL1-44, IGVL2-14 ‘=t AN 7
IGVL3-01, IGVL6-57 —a.T ’/d/ N2
- HenpaeansHoe

CBoboxHBIe
Tl CKIaJsIBaHHE
r r

& oo Hme
BapHabe/IbHBIE 4
momennl (B) mw @ \
- 5
& S : / N \\ o

€ |, Kaepmomommsie
& JII To4edHaT MyTaHA Tporeomuririeckue
. MoZHGHKAIHE
[IpedudpuiIpHEIE i ABTepHALHH BIOPHIHOMH CTPYKTyPEL
1peHOPHILIIPHELE R
— ~
A \
’. 0 — D TR -
' . — —— -
— DL > 2NN
> J
KapauonmounTs! ' — NP\ /L A
Poct aKTHEHEIX dopa2 — ’ i/*
Anmnonros — =S op
— 7’ \ N
— / ~ Bera-ctpyktypa

MuroxonapransHas AucyERIHA
Jncdyrrmu ayrodarmu
Tsocomatsran guchyHEnma DHOPHIIIEI AMHIOHAA

Hytmeauux—zanncmxax TIOTHMCPH3aIHA

I[CIIO?:HTI:I aMHIIOHAa

Pucynok 3. [1atorenes AL-AKMII

1.5 OcHOBHBIE KJIMHUYECKHE MPOSIBJICHUSA

AMUITONI03 — CHCTEMHOE 3a00JieBaHUE, W30JMPOBAHHOE MOpaXEHHE CepIla
BCTpEUaeTCsl, Kak MpaBWio, KpailHe peqiko. TeM He MeHee, COMOCTaBIICHUE KapAuaabHbIX

H DKCTPaKapAUAJIbHBIX CUMIITOMOB B ITPAKTUKE SABJIACTCA KIIFOYOM K BEPHOMY JUATHO3Y

1.5.1 KapauaabHble

1.5.1.1 CepaeuHasi HeJOCTATOYHOCTD
Mopdonoruuecku AKMII nposiBisercs B BHIAE CHUMMETPUYHOTO YTOJIICHUS
CTEHOK MHOKap/a Kak >KeJIyZ0YKOB (0T 0a3albHBIX CETMEHTOB K BEPXYILIEYHBIM), TaK U
npeacepauil BCIEACTBUE OTIOKEHHSI aMUJIOMTHBIX JETIO3UTOB B UHTEPCTHLIMM MUOKapAa
[52]. VYBenuueHue KECTKOCTH KapAMOMHOILMTOB COMPOBOXKAACTCS MEPErpy3Koit
JABJICHUEM, IPUBOJISALIETO K PA3BUTHIO MUOKAPAUAIIBHOTO CTPECca U CIOCOOCTBYIOLIETO
aKTUBAIlUU MPECCOPHBIX HEHPOTYyMOpAIbHBIX CHUCTEM, MOOMIM3ALMUA BOCTIAIUTEIbHBIX
BBICBOOOKTAFOTCS

KJIETOK B MHOKapje. 3alycKaeTcsi BOCHAJIUTENIbHBIA KacKas,
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IIUTOKMHBI, XEMOKHHBI, aKTHBUpyeTcs ¢uoporenes [53]. B mepByio odepens,
HapylIaeTcs auacToinueckas (QyHKIMS cepAla, a M0 Mepe MpOorpecCupoBaHUs
3a0oJieBaHus — U cuctoindeckas [54]. Takum oOpa3oM, yTOJIIIEHNE CTEHOK MHUOKap/Ia,
UHTEPCTUIIMANBHBIN  uOpPO3 HW  MUKPOLMPKYJIATOPHAS JUCPYHKIHS BCIICICTBUE
MOPKEHUS DSHIOTEIUS aMIUIOUIOM SBJISIOTCS KIIOYEBBIMU (DaKTOpaMu Pa3BUTHS

cepacuHoit HemocTarounoctd mpu AKMIT [53].

CUMIITOMBI TUIIMYHEI M BKJIIOYAIOT B CEOs OJBIIIKY IIPH (1)I/IBI/I‘ICCKI/IX Harpyskax,
OTE€KH HMKHHUX KOHEYHOCTECH M MHBIC IMPOABJICHUA OTCUHOT'O CHMHAPOMA, IOBBINICHHYTO

YTOMJISIEMOCTD U cJiabocTh [54].

B psane uccnenoBannii ouenuBaerca teuenne XCH npu AKMII B cpaBHeHUHU ¢
uHbiMu ipuurHaMu XCH. Taxk, nanpumep, G. Gioia u ap. B cBoei paboTe 0TMEUaroT, 4To
narueHTsl ¢ XCH Ha pone AKMIT umerot 6omee Tsixenyro oapimky (kiacc NYHA (New
York Heart Association; Hbm-ﬁopKCKaﬂ Acconmarust Cepana) >3: 34% mnpoTus
8%, p<0.01), 6onee Hu3koe aprepuaibHoe AaieHue (AJ]) (p=0.05), 60bIIYIO TOIIUHY
creHok (17 £ 3.6 mm mpotuB 13 + 2.2 mm, P < 0.01), 6onee Tsoxenyro 1 (E/e’ 20 £ 7.7
npotuB 11 3.1, p<0.01), MeHbiIue 0OBEMBI JEBOTO KEIyJOouKa M OOJiee BBICOKHE
YPOBHH J1a00PaTOPHBIX MAapPKEPOB KapINaIbLHOTO MMOBPEKACHUS, TOYCUHON TUCHYHKITUN
(p<0.01 s BBICOKOYYBCTBUTEIHHOTO (B/4) TpomoHMHA, N-KOHIIEBOTO (parMeHTa
Hatpuitypernueckoro nponeruaa (NT-proBNP) u kpearnnuna, coorBeTcTBeHHO) [55].

B napyrom wuccnenoBaHnu, BKIOYAOMM 389 y4aCTHMKOB, OTMEYEHO, 4YTO
narentsl ¢ XCH Ha pone AKMIT umenu xyamuii ¢pyHknnoHambHbId kinace (P<0.001),
Oonee HHM3KOE KauecTBO >kHu3HM corjacHo Kanzacckomy omnpocHuky (p<0.001) B

cpaBHeHnH ¢ manueHtamu ¢ XCH 6e3 AKMIT [56].

1.5.1.2 IlopaxkeHue KJIAMAHHOIO annapara
Kak wu3BecTHO, amuionj nopaxaeT HE TOJbKO HMHTEPCTHIIMN MHUOKapja, HO U
criocoOeH Takxke (OpMHUPOBATH JCTO3UTHI B KOJbIAX KIIAMAHOB, MOJAKIAMAHHBIX U

KJIalMaHHBIX CTPYKTypax cepaua [57].
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[To naHHBIM MHOTOLIEHTPOBOIO KcclieoBaHus cpeau 120 nanrueHToB, NepeHecnx
OIEepalMIO TPAHCKATETEPHOTO KIIMITMPOBAHUS CTBOPOK MUTPAIBHOTIO KJIallaHa Mo MOBOY
TSKEJIOM MUTPAJIbHOM peryprurtanuu, pacnpoctpaneHHocTh AKMII cocraBuna 11,7%
(10% ATTR-AKMII), a pannsis aMmuionaHas Harpy3ka (cremnens 1 mo mikase Perugini)
ObuTa BhIIBIICHA B 7,5% ciydaeB [58]. TlamueHTH ¢ HEJOCTATOYHOCTHIO MUTPAIBLHOTO
KianaHa umenu Oosee Tspkenoe tedyeHue XCH um OGonee mpusHaku Ooliee TSHKEIOTroO
peMoieTupoBaHKs cepina (OLEHUBAIMCH TOJIIMHA CTCHOK, Macca MHokapnaa, Efe’,

JaBJICHHUE B JICTOYHOM apTepun) [57, 58].

JlaHHBIE O BOBJICYEHUU TPUKYCIHUAAIBHOTO KJIallaHa orpaHuYeHbl. B koropTe u3
283 nanmentoB ¢  AKMIL, y 26% auarHocTupoBaHa yMEpPEHHO-TSKEIas
HEJIOCTATOYHOCTh TPUKYCHUJAIbHOrO KianaHa. Kak mnpaBuio, NpUYMHON SBISIETCS

AJUiIaTaluAa KOJbla TPHUKYCIIMAAJIBHOI'O KIIdallaHa, IIPaBOXKCIIYAO0YKOBAA III/IC(bYHKIII/IiI

[59].

Emie ogaum nposiBnenueM kiananHoi 0omne3nu cepana npu AKMIT sensercs AC.
N AKMII, u AC sBASIFOTCSI MPUYMHAMYA YTOJIIICHUSI CTEHOK JICBOTO keimyaouka) u J1J1
BIUIOTh 110 pa3BUTHs pecTpukTHBHOTO (eHotuna [59, 60]. CocyimecTBoBaHHE 3THX
NPUYHH B HACTOSIIEE BpeMsl IprodpeTaeT 06bInyro 3HaunMocTh. B 2017 roxy Castafio
U JIp. ONMyOJMKOBAIM JaHHBIE paOOThI, MO pe3yJbTaraM KOTOpod y 156 marueHToB,
MMEIOLIMX [IOKa3aHHWsl K OIepaldd TPAaHCKATETEPHOW HWMIUIAHTAIMU AaO0PTaJIbHOTO
kiamana, y 16% muarsoctupoBana AKMII. Dtu naruentsl umenn 60mbinyro TMIKII,
Maccy MHUOKapaa, MEHBIIUN yaapHbli 00beM U TPOJABUHYTHIC HAPYIICHUS
nuacromuueckoit  ¢yaknuu [61]. B nmpyrom mccienoBaHWM POAHATHM3HPOBAHBI
pe3yibTaThl TUCTOJIOTMUECKOTO HCCIIEOBAHUS HWHTPAONEpPALMOHHBIX OHONTATOB
MalKMEeHTOB MOCJE MPOTE3UPOBAHUS a0pTaIbHOIO Kianana. Pacnpocrpanennocts AKMIT

cocraBuia 5,6% [62].
1.5.1.3 HapymieHusi puTtma cepana

ITomumo CH, AKMII sBnsercs mpenpacnojararomuM (pakTopoM K pa3BUTHIO

apUTMUU BCJIEACTBUE OPTAHUYECKOTO MOPAXKEHUS CEPALIA U HAPYIIEHHUS IIEKTPUUECKUX
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IPOLECCOB. ApUTMHUH MOTYT OBITh Kak nepBbIM nposiBaeHrneM AKMII, Tak u pazBuBarbes
0 Mepe YBEIMYCHHS aMWIOWTHOW HArpy3kH W peMOCITUpoBaHus cepama [57].
Hapymenunsa putma cepaua (HPC), xak npaBmiio, CUMOTOMHBIE, CONPOBOXKIAKOTCS
IUIOXOM CYOBEKTUBHOM MEPEHOCUMOCTBIO U YBEJIMYMBAIOT PUCK BHE3AITHOM cepaeyHOU

cmeptu (BCC) [63].

Hawnbonee yacTeiM HapyllleHUEM PUTMA, BCTpedarommMces y nanueHtoB ¢ AKMII,
apigercs ¢pubpwsiuua npencepauii (PIT). Ee pacnpocTpaHeHHOCTh N0 pa3IMUHBIM
JTaHHBIM BapeupyeT oT 44% 1m0 70% [64, 65]. B ogHoM 13 SIMOHCKUX MCCIeA0BaHUi Oblia
olleHeHa Takxke pacrpoctpaneHHOCTh PII B 3aBucumoctu ot tuna AKMIIL. Cpeau 43
naruenToB (13 ¢ AL-AKMII, 30 c ATTR-AKMII) ®I1 6s11a 3apeructpupoBana B 55,8%,
yanie BbisABisuIach y narueHToB ¢ AT TR-AKMII (70,0% B cpaBuenuu ¢ 23,1% npu AL-
AKMII) [66]. B npyrom uccienoanuu ®I1 auarHoctupoBana y 48% MAlMEHTOB U3
koroptsl narmeHToB ¢ AKMII, mpu AL-AKMII ®II pazsunacs B 28% ciydaes, B 80%
cirydaeB ipu ATTRw u B 13% tipu ATTRV [67].

Jamal u ap. ormyOnukoBaK pe3yabTaThl IEPEKPECTHOTO UCCIICIOBAHMS, B KOTOPOE
o110 BKITFOUeHOo 2997 narmenTos (918 umenu ®I1). ABTopamu ObLT c/i€NIaH BHIBOJ O TOM,
yto nanueHTsl ¢ AKMII u ®II umeror 06osee BBICOKHIA PUCK CMEPTH, PUCK OJIOKaIbl
cep/ia, KapAUOTeHHOro 10Ka, UMIUTAHTAIlMU CePAEYHOr0 YCTPOMCTBA (KapAHUOBEPTEP-
nebudpumisrop (KBJI), cepmeunoe pecunxponusupyiomiee ycrpoiictso (CRT),
MOCTOSTHHAsI cucTeMa dekTpokapanoctumysinuu (OKC)), mouedHoi HeJOCTaTOUHOCTH,
CH u kpoBoteuenuii [68]. Kpome Toro, y mamueHToB ¢ conyrcrByromieii @I 3Haunmo
YBEIIMYUBAJICS PHCK WHCYJIbTa (KaK HMIIEMHUYECKOro, TaK W remopparuueckoro) [68].
PacnpoctpaHn€HHOCTH BHYTpHUCEPAECYHOTO TpoMOo3a cocTaBmia 6,2% cpeau BCceX TUIIOB
AKMII, npu AL — 52%, npu ATTR — 7,2%, HecMoTps Ha MOPOBOJUMYIO

AHTHUKOATyJITHTHYIO Tepanuio [69, 70].

Bcerpeuarores u kenynoukoBele HPC, yxyamaronue mporHo3 ManydeHTOB C
AKMII [71]. ITo mammeim Palladini u coaBT. mpu 24-4acOBOM XOJTEPOBCKOM
MOHUTOpPUpPOBaHUU 3JeKTpokapanorpaMmbl (XM-OKI') y manuentoB ¢ AL-AKMII,

pacpoCTPaHEHHOCTD KETYT0YKOBON IKCTPACUCTOIUN U HEYCTOMUHMBBIX JKEITYJOUKOBBIX
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tTaxukapauid cocraBuia 72% wu 18%, cootBerctBenHo [72]. Goldsmith u coasr.
oOHapyxunu, 4yto u3 24 mnamueHtoB ¢ AL-AKMIL, 65% wumenu nerexktupyemsbie
KEIYJ0YKOBbIC HApYIICHHS PUTMA, 3a(DUKCUPOBAHHBIC IMPU TEIEMETPHUH BO BpEMS
TPAHCIUIAHTAIlMA  CTBOJIOBBIX KIETOK. Y 8% perucrpupoBajiach yYCTOWYHBAs

KeIyT0uKoBasi Taxukapaus [73].

JKemynoukoBble HapylIeHUsI pUTMa aCCOLUUUPOBAHBI C YBEIIMYEHUEM CMEPTHOCTH
IpU JanbHeleM aMOy1aTOpHOM HAaOII0ACHUN TalueHToB. B nccnenosanuu Varr u ap.
IIPOJIEMOHCTPUPOBAHO, 4YTO B 74% cllydacB pPErHMCTPUPOBAINCH HEYCTOMYUBBIC
YK€y JOYKOBBIE apUTMUH, B 19% pa3BUIMCh yCTONYMBAS KEITYTOUKOBASI TAXUKAPANS WIH
GubpuIALKA )KEeTyJ0UKOB. B 3TOM nccnenoBanuu 6 namueHTaM ObLT UMIUIAHTUPOBAH
KB/I, y Bcex Ha 3Tane amMOylIaTOpPHOTO HAOIIOJICHUS MPEAIIECTBOBAIA HEYCTOWUYNBbHIC
NAPOKCU3MBl apUTMHUHU. ABTOpPBI MOJYEPKUBAIOT, YTO AK€ HAIMYHUE HEYCTOMYMBBIX
KEJTyT0YKOBBIX HApYLIEHUH pUTMa MOXKET ObITh PACCMOTPEHO B KaUECTBE MOKAa3aHUS K

umiutantanua KBJI, oiHako 10 CHX MOpP 3TOT BOIIPOC OCTASTCS TUCKYCCHOHHBIM [ 74].

Hccenenoanus nokassIBaloT, 4TO OKOJIO MOJOBUHBI nanueHToB ¢ AKMII ymuparot
BHe3anHo. OnHako, umruiantanus KB/ mist mepBu4HONW W BTOPUYHON MPOQPUIATUKI
BCC He mognep:KuBaeTcsi B SKCIEPTHBIX CONPOBOJMTENBHBIX NOKyMEHTax. [IpuunnbI
cienyromue: 1) wucropudyecku cumtaerca, uro npuunHod BCC  sBustoTcs
NIEKTPOMEXAaHWYECKass  JMCCOLMALMS, a HE  JKEIyJIOYKOBBIE  apuTMuu;  2)
Npeanojoxkenue, uto Hekotopbie ThIbl AKMII MoryT nMeTs 6071ee BbICOKHE TOPOTOBbIE
3HAUEHUS JETEKIUU U ObITh pedpakTepHbiMu K paspsany KBJI; 3) xynmmuii mporuos u
Majas oOXwujaaeMas MPOJODKHTEILHOCTh HW3HKM y manmeHToB ¢ AKMII [71]. Ho
pe3ynbTaThl MHOTHX MCCJIEIOBAHUI OCHOBBIBAIOTCA HA Majoi BHIOOpPKE MAllMEHTOB, Ha
done orcyrcrBus cnemubudeckoir Tepanuu AKMII, dWro He MOXKeT OBITH

PEIPE3CHTATHBHBIM B OTHOIICHUH BCEH MOIyJIALINH.

1.5.1.4 HapyuieHusi NpOBOAUMOCTH cepALA
Omaumu w3 Hambonee HemooleHeHHbIX mposiBieHnid AKMII  sBusiroTes

HapymeHus: npoogumoct cepaua (HIIC). IMTopaxkatorcst Bce 3BEHbsI MPOBOJSIIECH
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CUCTEMBI CEpJlla, KIMHUYECKU MPOSIBISAIOTCS B BUAE TUCHYHKIIMH CHHYCOBOTO Y3ia
(cunycoBasi Opaaukapausi, CHHYC-apecT, cuHoarpuanbHas Onokana (CA-Oiokana));
aTPUOBEHTPUKYJSIpHOM Osiokansl (AB-Onmokanbl)  pa3iuyHON CTENEHU Tpajlallii,

BHYTPHXKEITYI0YKOBBIX O0Kan [72].

Tak, Hanpumep, corjacHo AaHHbIM J. Lopez u ap. cpenu 12185 mamueHTOB ¢
muardoctupoBanHort AKMII HIIC 6pimm muarHoctupoBanbl y 920 uwenmosek (7,6%).
Haubonee yacto Bctpevanach AB-610kana pa3nuuHoii crenenu rpajganuu — 430 cirydyaeB
(46,7%), 6nokana neBoit Hoxkku myuka ['uca (JIHIIT) — 160 coyuaes (17,4%) u 61okana
npaBoi HOxkm myuka ['mca (ITHIII) — 160 cmywaeB (17,4%), y 65 (7,1%) —
MoHodacuKkysipHas Onokana (Onokana mepenHedt wim 3aaneit Betsu JIHIIT). 200
nanpeHTaM — auartoctupoBansl  uHble  HIIC. Hekotopeie Tumel HapymieHun
MIPOBOJIMMOCTH CEP/IlIa ACCOIMUPOBAHBI C BHYTPUKEITYJOUKOBOU TUCCUHXPOHUEH, YTO
MPOSIBIISIETCST B BUJIE OTPULIATEILHOTO MHOTponHOro 3¢ dekra. 65 maruentam (7,1%)

noTpedoBaIach UMIUTAHTAIIHS PA3IMIHBIX YCTPOUCTB [75].

OnHako B CBOIO 0YEpEIb, ITOCIE UMIUIAHTAMN YCTPOMUCTB OCTPO BCTAET BOIPOC O
npobiieMe TMpaBOKETYJOYKOBON CTUMYJsIUU. Ee BbicOkoe OpeMs BHOCUT BKJIAJ B
CTPYKTYPHOE pEMOJEIMPOBaHUE ceplua, yxyamas (QYHKIUOHAJIBHBIA  CTaTyc
NAlMEHTOB, BIUsS Ha ¢pakuuio BbIOpoca sesoro xkenyaouka (OB JDK) u ycyryomss
MEXOKETYI0UYKOBYI0 TUCCUHXpOHHIO [75]. TloTeHIMABbHBIM pEIICHHEM SBIISCTCS

HMINTIaHTalOuA TPEXKaAaMEPHBIX YCTpOfICTB.

1.5.2 DkcrpakapanajibHbie

1.5.2.1 HepBHas cucrema
OaHuM H3 OpraHoB-MHILIEHEH NOpHU aMUJIOWJ03€ SIBISIETCS MepudepuyecKas
HepBHas cucrtema (ITHC). Amuiiongnbie 1eno3utbl 0OHAPYKUBAIOTCA B DHJIOHEBPUH,
JOPCAJbHBIX KOPEUIKOBBIX TaHMVIMAX W CHUMIIATHYECKHX TaHIJIMAX, YTO HPUBOJHUT K
arpopun kierok IlIBanna [76, 77]. JlereHepauus HEHPOHOB MPOSBISIETCA B BHUJC

CEHCOMOTOPHOW IOJIMHENPONIATUU C BBIPAXKEHHBIMU HAPYLICHUSAMU ITOBEPXHOCTHOU U
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r7yOOKOH YyBCTBUTENBHOCTH, JIBUTATElIbHBIMH HapylieHusMu. llonuneliponarus
XapaKTepU3yeTcss HEYKJIOHHO TMPOTPECCHPYIOMIMM TEUEHHEM ¢ CHUMMETPHYHBIM
NOpaKeHUEM, PEUMYIIIECTBEHHO, JUCTATBHBIX OT/IEI0B KoHeUHOCTel [78]. Yamie nmeet
aKCOHAJIbHBIMN XapakTep 82%, NeMUEHWIM3HPYIOIIUNA WM CMEIIaHHBIA XapakTep
BCTpeuaeTcsi pexke — B 9% cmyuasx. [lanuenTsl oTmedaroT jkamoObl Ha 0Onb B

KOHEYHOCTSX, TAPECTEe3UH, YyBCTBO OHeMeHus [79].

Berpeuaercs nopaxenue [THC kak mpu ATTRV, tak u mpu AL [77, 80]. Haubonee
JacTON MyTaIleil B MUpE SIBISICTCS MyTaIlHsl, BEI3BaHHAsI 3aMEHON METHOHWHA Ha BAJIMH
B mnosummu 30, p.Val30Met. Ee Haimmume accomMUpPOBaHO C KIACCHYCCKHM
HeBposiornueckuM ¢enotunom ATTR. IlenerpantHocts y Hocuteneit myramuu ATTR
p.Val30Met B snreMuuHbIX perunoHax k 80 rogam coctapisger 91% cpeau HopTyrajibles,
86% - y dpanmy3os, a k 90 rogam nocturaetr 69% cpenu mBenoB. B CoennHEHHBIX
IIratax ~ Amepuku  pacrnpoctpaneHa wmytamus  Vall22lle,  ¢enotunuuecku
aCCOIIMMPOBAHHA C TO3AHUM JEOIOTOM KApJUOMHOIIATHH, TEM HE MCHEe

PaCIIpOCTPaHCHHOCTD HOHHHGﬁpOHaTHH IIp1 HAJIUYHUH II&HHOIZ MyTalluy COCTAaBJIACT 10-

38% [80].

Y MHOTrMX NalMeHTOB B JE€OIOTE aMUJIOWA03a pa3BUBAETCs OuiaTepaibHbIN
cunapoM kapnaiabHoro kaHaia (CKK) 3am0iro 10 nosiBA€HUS MHBIX CUMIITOMOB, PEXe
CKK Hocutr omHocTtopoHHuit xapaktep [81]. B wuccrmenoBanuu Gannon u p.
npoananuzupoBanbl 156 cnywaee CKK 3a 2 roma, cpeaum kotopbix y 23% ObLI
JMarHocTupoBaH amMuiionno3. Cpean BceX OUArHOCTUPOBAHHBIX CIy4aeB aMHIIOMI03a
JMITL OJHOMY TAlMEHTy OblLla HayaTta maroreHeTwueckas tepamus [82]. B mpyrom
uccienoBanu  S000 M COaBT. PETPOCIEKTUBHO OIICHEHA KOrOpTa MAIlMEeHTOB,
MOABEPIIINXCS IEKOMITpECCUU cpeauHHoro Hepea. Cpenu 91384 nanueHTOB aMUIIONU103
OBLT IMarHOCTUPOBaH y 396 denoBek, MeAraHa MOCTaHOBKY JIMarHo3a cocrapuia 5,1 jer

nocie XHpypruueckoro BmematenbeTBa (10-jeTHssE KymymsiTUBHas 3a00J1€Ba€MOCTb

0,60%, 95% JIH: 0,53% - 0,67%) [83].

[Tpumepno B 73% manmentoB ¢ ATTR pa3BuBaeTcs aBTOHOMHasi JUCHYHKIIHS

[79]. TIpu AL-amunounmo3e aBTOHOMHAsI HEPBHAsI cCHCTEMa TopakaeTcst B 96% ciryuasx
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[84]. KnaccuyeckuM mpOSBICHUEM SBJISICTCS CTOWKas THUIIOTOHHS, B TOM YHCIIC
optocratuueckas (46%), y 73% MyX4UH BBISBISCTCS HMIIOTEHIUS, Y TOJOBUHbI
OOJBHBIX OTMEYAETCS HEIAEp:KaHHE MouH, B 53% cilydasX CONMYTCTBYIOT HAPYILICHHS
perymsaiun kenynodHo-kuinednoro Ttpakrta (OKKT) B Bume cHmwkenus Beca (30%
CllyyaeB), HApYIICHUS YyBCTBA HACBIINICHHS, YepPEJOBAHUS Iuaped U 3amopoB [85].
BoBneueHue aBTOHOMHON HEpPBHOM CHCTEMbI aCCOLMMPOBAHO C XYAIIMM IMPOTHO30M

BbDKHBaeMoCTH [84].

1.5.2.2 llouxku

ITouka — oIHa W3 OCHOBHBIX OpraHoB-muiieHed npu AL-amunoungosze (94%
ciyuaeB), ipu AT TR nopakenue Bcrpeuaercs pexe (ot 15 1o 20%) [86, 87]. Haubonee
4acToe MPOSIBICHUE — MPOTEUHYPHSI, COCTOsAIIAs B OCHOBHOM U3 ajJbOyMuHA, KOTOpast
MOJKET BapbHPOBATh OT CYyOHE(PPOTHUCCKON CTA UK 10 MAaCCUBHOM npotenHypuu [88]. B
HEKOTOPBIX CIIy4asxX I[OpaXEHUE I0YEK NPOSBISETCS B BHAE IPOTrPECCUPYIOLIEH
MOYEYHOM HEJAOCTATOYHOCTU. Tak, COrJJaCHO HOBBIM KpPUTEpHUSIM, pa3pabOTaHHBIM
MexayHaponHoi pabodel Tpynmod 10 MHEJIOMHON  OOJIe3HH, KPUTEPHUSIMHU
aMUJIOUHOTO  BOBJICYEHHUS  TOYEK  SIBJSIIOTCS  TOBBIMICHUE  KOHIIEHTpaIlUU

CBIBOPOTOYHOTO KpEaTMHMHA >2 MI/IJI WU CHIKEHHUE KIupeHca KpeatnHuHa <40

mu/muH [89].

1.5.2.3 ey 104YHO-KUIIIEYHBIH TPAKT
[Topaxenne XKKT npu amunounnosze Bcrpedaercss He penako. B 1968 rony mpum
aytoricuu Gilat n Spir0 BeIIBHMIM aMHIOMIHBIC AEMO3UTHI B 68 ciydasx w3 70.
OmnwuceiBaeTcs 2 pa3IUYHBIX MAaTTepHA JOKATU3alMW JIEMO3UTOB: B MBIIIEUHOM CJIO€
CTCHKH KHWIICYHHWKA TPHU TEPBHYHOM aMHIIOMA03€ U B CIM3HUCTON OO0OJIOYKE TpHU
BTOPUYHOM TOpakeHHH. Bo BceX cCilydasx AENo3uThl ObUTH OOHApYKEHbI B CTEHKE

cocyaos [90].

Knunnueckne mpossnenuss nopaxkenus JKKT  wecmeumduunbl, Takxke
Hecnenu(puuHa M SHAOCKONMYECKas KapTuHa. B OONbpIIMHCTBE CilydyaeB MalMEHTHI
OTMEYAlOT pa3BUTHE XPOHUUYECKOM JUapen 1/IiK 3al0poB, 3HAUNTENBHYIO IIOTEPIO Beca,

B Oojiee peAkux Ciayyasix OTMEYaloTCs HapylIeHUE MOTOPUKH, ICEBAOOOCTPYKIHUH,
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KpPOBOTCUYCHUA, nep(bopauml CTCHOK KHIIICYHHUKA, BBIABIAIOTCA aMHIOUAOMBI —
OITYXOJICBUAHBIC 06p330BaHI/I$I. AMI/IJ'IOI/II[OS MOXET HMHUTHPOBATH BOCIIAJINTCIILHBIC

3a001eBaHMs KUIIICYHUKA, 3I0KadecTBeHHBbIC 3a0o0neBanus JKKT, umeMuyeckuii KOJIUT

[90, 91].

1.5.2.4 KocTHO-MBIIIIEYHbIE

OTphIB TOJIOBKHM JABYTJIaBOM MBIIIIEI TIeYa SBISETCS NATOTHOMOHHYHBIM
CUMIITOMOM U MOXeET ykasbiBaTh Ha AT TR-amumonno3. Tak, B ucciaenoBanuu Geller u
JIp. YacTOTa BCTPEYACMOCTH JAHHOTO NposBIIeHHus y marueHToB ¢ ATTRwW cocraBmiia
33,3% - y 37 uz 111 manueHToB, y 9 4eaoBeK OTPBIB ObLT OujaTepadbHBIM. M3 3THX
NManueHToB 14 denoBek HE 3HaJIM 00 OTPHIBE T'OJIOBKH JIBYIJIABOM MBIIIIHI I1JIeYa, T.C.
OTPBIB CIYYHJICS OCCCHMITOMHO M OBUT JHATHOCTHUPOBAH MPH OOBEKTUBHOM OCMOTPE
[92, 93]. Ilo apyrum wucciemoBaHHS 4YacTOTa BCTPEYACMOCTH 3TOI0 CHMIITOMA

BapbupyeTcs B penenax 33,3 — 44% [94].

B BoceMU HccienoBaHuAX cooOLIaeTCsl O CIMHAIBHOM CTEHO3€ KaK MPOSIBICHUU
ATTR, BHe 3aBucumocTH oT moaruma [95]. Wang u coaBT. B cBoeli paboTe OTMEYaroT,
4YTO Cpelld NUAarHOCTHPOBaHHBIX ciaydaeB AT TRV uacTtoTa CrMHaIBRHOTO CTEHO3a HE
npebiinaet 3,4% [88]. Nakagawa u Papagianni, nzy4ass 0COOCHHOCTH KJIMHUYECKOTO
teueHus: npu ATTRw, onyOnukoBaiu JaHHbBIE, COTJIACHO KOTOPBIM YacTOTa CTEHO30B

MO3BOHOYHOTO KaHaia BcTpevaercs B 13 — 30,4% ciygasx [96, 97].

1.5.2.5 Msrkue TkaHu
[TaTOrHOMOHUYHBIM CUMITOMOM Tpu AL-aMuUIONA03€ CUYUTAETCS BBISBICHUE
MaKpOTJIOCCUU — VYBEJIMYCHHS s3bIKa C OTIeYaTKaMu 3yO0OB Ha €ro OOKOBBIX
MOBEPXHOCTAX. BecTpeuaercst 3TOT cuMnToM He 4acTo, npuMepHo B 10% cimydasix, oJHaKO

JOBOJILHO OBICTPO TO3BOJIAET YCTAaHOBUTH auaruo3 [98, 99].

BakHbIM KIMHUYECKUM IIPOSBICHUEM TAaKXe SBIICTCS M IEPHOPOUTAIbLHAS
nypnypa. Psaa uccnenoBaHui CBSI3bIBAET BO3HUKAIOIIME M3MEHEHHUS C BBIPAKECHHOMU
XPYNKOCTHIO TOPAKEHHBIX aMHJIOWJIOM COCYAOB B 3TOi obsactu. Ilpu 0OBEeKTUBHOM

OCMOTPEC MOKHO O6H3py>I(I/ITB IEMOpPpParun4cCKuUuc CJIMBHBIC BBICBIITIAHHWS B obOacTn rpyau.
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Bce ot INPOABJIICHUA  ABJIAAIOTCA  BAXHBIMU  JUArHOCTHUYCCKHUMU MapKépaMI/I

IUTa3MOKIIeTOUHbIX Auckpasuii [100, 101, 102].

1.6 /luarHocTUKA
CpoeBpemernHass auarHoctuka AKMII Bo MHOrom 3aBHCHT OT BBICOKOH
HAaCTOPOKCHHOCTH M OCBEAOMJICHHOCTH Bpadcii-CrenuanncToB. Bkitodaer oHa B ceOs

nBe kputnaeckue (aszer: 1) daza moarBepxacaus AKMII, u 2) tunupoBanne AKMII
[103].

1.6.1 IloaTBep:kI€eHUE 3200/ 1€BaAHMS

1.6.1.1 JlaGopaTopHble OMOMapKepbI
TpanuuuoHHble Kapauocneuupuueckue Mapkepbl, TaKHMe€ Kak TPONOHHH WIIU
HAaTpUHYypETUUYECKUI NEeNTHI, MOTYT HACHTU(ULUHPOBATh AMMUJIOMJIHOE MOpPaXEHUE, B
TOM 4HCIEe Ha CyOKIMHMYECKHX craiausx. HecMoTps Ha To, 4To 3TH OHMOMapKepsl
apistoTcss Hecnenupuueckumu, npu AKMII Bcerna peructpupyrorcst KpailHe BBICOKHE
NIOKa3aTellu, 3aBUCsIe OT OpeMeHn amwionnHod Harpysku [104]. CwiBopoTouHbIe
KOHILIEHTPALMU ITUX MapKEPOB HAIIPSAMYIO KOPPEJIUPYIOT C BBDKUBAEMOCTBHIO MAIIMEHTOB

¢ AKMIT [105].

Konuentpanuu NT-proBNP, Tponnonnna nexat B ocHoBe ctagupoBanust AKMIT u
OTpeNeNIecHus] CTeNMeHu TsbkecTu 3aboneBanus. OtHocutenbHO ATTR-AKMII B
KJIIMHUYECKOM MPAKTUKE NMpuMeHseTca mkana HannonaneHoro Llentpa AMumonnosa -
NAC (National Amyloidosis Center). 869 naruento ¢ ATTR-AKMIT (553 ¢ ATTRw u
316 ¢ ATTRV) crpatudunmpoBanbl B TpH KaTErOpUU COIJIACHO OTPE3HBIM TOYKAM
onomapképoB. B OCHOBY 3TOM MIKajbl 3aJ0KEHBI CHIBOPOTOUHAS KOHIEHTparuss NT-
proBNP, a taxxe ckopocTh kiy0oukoBoil punbrparuu (CK®). | crangus onpenensiercs
kak NT-proBNP <3000 nir/mn, CK® >45 mu/mun, |l cragus - NT-proBNP >3000 nr/mo,
CK® <45 mu/mun, |l cranusa yctaHaBamBaiach Mpyu U3MEHEHUH OJTHOTO U3 TIOKa3aTeseH.
[lIxama Obuta BamumupoBaHa Ha koropte w3 318 mammentoB ¢ ATTR-AKMII wu3

O®panuun. Menuana BeikuBaeMoctd 393 (45%) nanuentoB Ha ctaauu | cocraBuia 69,2
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Mmecsina, 334 (38%) co cragueti 11 46,7 mecsues, u 142 (16%) B ctaguu 111 24,1 mecsuen
(p<0,01). Tlocime KOPPEKTUPOBKH C YYE€TOM BoO3pacTa OTHOIIeHHE puckoB (OP)
OTHOCUTENBHO cTamuu | y mammentoB B craauu |l cocraBmmo 2,05 [N 1,54 — 2,72,

p<0,01] u y nmaruenToB B ctaaum |11 — 3,80 [JAU 2,73 — 5,28, p<0,01] [106].

B 2024 rony B mkane NAC Owvuta BeimeneHa |V cragus ATTR-AKMII,
kiaccudumupyemass kak mpesbimieane KouieHtparuu NT-proBNP >10000 nr/mur,
HezaBucumMo ot CKO®. JleransHocth B ctamuu |V cocraBuna 30,6% (55 uz 180
nanueHToB). [locne KOppeKTUPOBKHU C y4eTOM Bo3pacTa ObUIO OTMEYEHO, YTO MaIlMEHTHI
co craagueir ATTR-AKMII IV umeror puck cmept B 15 pa3 Bbllle, 4eM MALMEHTHI B
craguu | [OP 15,5, 95% JAU: 9,3 — 26,1] u B 3 paza BbIe, yeM nainueHTsl B craauu ||
[OP 3.,4; 95% JU: 2,2 — 5,4] [107].

s CTaIUPOBAHUS AL-amunounnosa TPaJULIHOHHO IIPUMEHSIETCS
NpOTHOCTHYECKas IKama, paspaboTaHHas B kiuHuke Mayo B 2004 [101].
CrpaTudukaiiys oCylecTBIsSICTCS HA OCHOBAaHUM KOHIIGHTpallMu B/4 TporoHuHa u NT-
proBNP. Otpe3nbimu 3naueHusiMu siBisitoTcst 332 vr/mut st NT-proBNP u 0,035 vr/mn
st TporionnHa. Ctaaus | onpeznensercss mpu KOHIEHTpAIMU 000OUX MapKepoOB MEHEe
yKa3aHHBIX 3HaueHWH, ctaaws |l — oguH Mapkep TMOBBIIICH WM PaBEH YKa3aHHBIM
3HaueHusM, ctaaus |lla — o6a mapkepa Boie ykaszanabix 3HaueHuit, NT-proBNP <8500
nr/mi, cranus 1116 - o6a mapkepa Boitie ykazanHbix 3HaueHnit, NT-proBNP >8500 mr/mi.
Menuana o611eit BBDKMBaeMoCTH npu ctaauu | He nocturnyta, 57% xuBbl B TeueHue 10

aet, craguu |l — 67 mecses, ctanuu llla — 15 mecsies, cramuu 1116 — 4 mecsia [108].

B 2012 romy mkama Mayo Owuia momudunmpoBana. OLEHMBAIHCH TpPH
nokaszarenisi: NT-proBNP, TponmonuH, a Takke pa3HUIlAa KOHILEHTPALMN CBOOOIHBIX
nerkux uenei. [lo 1 Gamry mpucBauBasioch npu npeBbiieHUd 3HadueHuid 1800 mr/mi,
0,025 ar/mn u 180 mr/n, coorBeTcTBeHHO. CTaausl yCTaHABIMBAETCS HAa OCHOBAHUH
cymMmbl OasioB, 0 6amnoB — cragus | (Menuana oOmiel BBKMBAEMOCTH HE JOCTUTHYTA,
57% xwuBsl B Teuenue 10 net), 1 6amr — craaus |l (meauana obmielt BpKuBaemMoctu 69

mecsiteB), 2 6amia — cragus |1 (16 mecsnes) u 3 6amta — craaus |V (6 mecsier) [109].
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1.6.1.2 DnexTpokapauorpadusi
Onexrpopusnonoruueckue acrnektel AKMII mo cux mop miaoxo H3y4YeHbI,
OTHOCHUTEIIFHO UHBIX acMeKTOB 3aboneBanus. Tem He menee, nsmenenus Ha DK urpator
BOXHYIO pOJIb B IIOCTAHOBKE AMArHO3a W IPOTHO3MPOBAHWM HApyLICHUH pUTMA U

IPOBOJUMOCTH cepia Bo Bpems jeueHnss AKMIT [110].

N3menenus Ha DKIT mpu AKMII 6bumn ommcanbl emie B 1958 romy: HuU3KMiA
BosIbTaX KoMIuiekcoB QRS, HenocTarouHoe HapacTaHue 3yOua I' B IpyAHBIX OTBEICHUSAX

U 1ceBaouHbapKTHBINA maTTepH [111].

B wuccnemoBanmm Duca wm coaBT. Obula TpoaHANM3WPOBAHA KOPPEISIIUS
napametpoB OKI' ¢ amunomgHou Harpy3ko. OueHuBainch craHgaptabeie OKI'-
natTepHbl, acconuupoBanubie ¢ AKMII. Huszkuit BompTaxk QRS ompenensuics kax
ammuuTyna QRS B rpynHbIX oTBeieHHSIX <10 MM vt <5 MM B CTaHIAPTHBIX OTBEJCHUSX,
B KOrOpTe 3TOT IpHU3HaAK BcTpeuaics B 27,6% cinyuaeB AKMII. JIBe Tpetn OOIbHBIX
UMEITM CUHYCOBBIM put™M (62,9%), B TO Bpemss kak y napyroit tpetu (34,3%)
peructpupoBaiack @Il u Tpeneranue npeacepauit (2,9%). Cpenu HapyuieHuit
npoBoguMocTu cepana B 17,1% cnydaeB nuarnoctupoBaHa AB-Oriokama 1 crenenu,
onokana JIHIIT Bctpeuanach y 16,2%. IlceBnonndapkthbiit mattepH Haoatoaancs B 20%
ciny4daeB. Y 7,6% nanueHTOB JUArHOCTUPOBAHA 3HAUMMAS JKEJTYI0UYKOBAs SKTOIMUYECKAS
aKTUBHOCTh. ABTOpaMu Oblla OOHapyXeHa KOppemsius Mexay BoibTaxoMm QRS c
THCTOJIOTMYECKH IMOATBEPKACHHON aMUIIONAHOM Harpy3koi cepana (r=—0.780, p=0.039)
u BHekinerounbiM oObemom (ECV, Extracellular volume) mo pmamaeiM MPT
(r=—0.266, p=0.006) [112].

1.6.1.3 Dxoxkapaunorpadus
OxoKI" — mnaubonee pacnpocTpaHeHHass U OOIIENOCTyNHAs METOJMKA
BU3yalIM3allMi CTPYKTYypbl W QyHkuuu cepaua. OxoKI wurpaer kirodeByro pojib B
nuarHoctuke AKMII wu  panpHedmeM MOHUTOPUPOBAHUM  MIPOTPECCUPOBAHUS

3aboneBanus [113, 114].
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BaXHBIM JMAarHOCTUYECKUM KpPUTEPHEM SIBISIETCS OILIEHKA TOJIIMHBI CTEHOK
cepana. OTIOXKEHUE EMO3UTOB aMuiouga MOPQOJIIOTUYECKH MPOSBISETCS B BHIE
CUMMETPUYHOTO YTOJIIICHUS] MHOKap/Aa KakK JIEBOTO, TaK M IMPaBOr0 KEIYyJAO0YKOB, C
IOCTEIIEHHBIM yMEHbIICHHEM ux mosiocTet [115]. B OonbliMHCTBE Cily4acB
OTIPE/IETSETCS] HECOOTBETCTBHUE TONIIMHBI CTEHOK CEP/Ila U BOJIbTaXa MPU PETUCTPALUU
OKI'. OrtcyTcTBHE TNPU3HAKOB TMOPAXEHUS AaOPTAIBLHOTO  KJalaHa, TsDKEIou
aprepuanbHoOi runepteH3uu (Al), TomuHb CTEHOK >12 MM ¢ [IJ] sBisieTcst mpu3HAKOM
AKMII [116]. Tem He menee, npumepHo y Tpetu 00abHBIX ¢ AKMII mpu IxoKI
BBISBJISIETCSI HOpMajbHas TOJIIMHA CTEHOK CepJla, 4YTO O3HadyaeT OTCYTCTBUE
KOppeIsIiii  MEXITy OOBEeMOM aMWIOWAa W TONIMUHOW CTeHOK. [lpu oTcyrcTBHM

yronmenus auario3 AKMIT He MmoxeTt ObITh uckiodeH [116].

BaxxnbIM siBisieTcst oneHka auactoiaudeckoil ¢ynkuuu. Knaccuyecku AKMII
OTHOCHJIACh K peCTpUKTUBHBIM Kapauomuonatusam (PKMII), onqnako psg uccienoBanuit
nokasbiBaet, 4to npu AKMII MokeT BBISBIATHCS Kak 3aMelJieHHas penakcanus (1 tum),

MICEJIOHOPMANIBHBIA MATTepH (TUI 2), TaK U BBIPAKEHHBIC PECTPUKTUBHBIC HAPYIICHUS

(tumt 3) [117, 118].

PaHHMM dyBCTBHTENBLHBIM ITOKa3aTelIeM SIBJISICTCS TPOJOJIbHAS TJIOOATbHAS
nedopmarus (GLS, global longitudinal strain), mo3Bossroiiast OEeHUTh CYOKITHHUYSCKUE
U3MEHCHHS B PyHKIIMH JieBoro skenynaouka [119]. V mammentor ¢ AKMII HaGmromaeTcst
xapakTepHbld GeHomeH m3meHeHUss GLS co cHmwkeHweMm B 0a3adbHBIX M CPEIHHX
CErMEHTaX W COXpaHHOW aedopmainmert B obOiactu Bepxyuiku cepama. [1ogoOHBIM
MaTTEPH B TUTEPATYPHBIX HCTOYHUKAX HA3BIBACTCS «BHUIIICHKOW-HA-TOPTEY WITH «OBIYBbUM
rnazomy» [120, 121]. B uccnenosanuu Ternacle u ap. [122] nokaszano, 4To BepxynieyHasi
GLS>-14,5% siBnsiiach KpUTEPUEM TSHKEIIOTO TOPAKEHUS cepAra U Obljia HE3aBUCUMBIM
(dbakTOpoM pHCKa B TIPOTHO3WPOBAHUH HEOJATONPHUATHBIX CEPACYHO-COCYAUCTBIX
coObIThil. HecMOTps Ha BBICOKYIO 4yBCTBUTENBHOCTH (93%) u crienuduanocts (82%)
METOJMKH CHEKJI-TPEKUHT, MHOTHE (aKTOphl MOTYT BIUATh Ha usMmMeHeHue GLS,

xapakTepHble n3MeHenus Hecrieunduunsl 1151 AKMII 1 MoryT BcTpeyaThesl IpU UHBIX
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UHOUIBTPATUBHBIX 3a00JICBAHUAX CEp/lla, TakuxX Kak O0ojie3Hb Jlanona [123], Oone3nn

®abpu [124], TepMuHaIbHAS CTAIUs TIOYSUHBIX 3a00ieBannii [125].

1.6.1.4 MarHuTHO-pe30HAHCHasi TOMOTrpadus
3a mocneaaue roasl, MPT cepaia mpuobpena 0obIoe 3HaYeHNE B TUATHOCTHKE

aMHJIOHJI03a U €T0 OTJIUYHMSA OT APYrux kapauomuomnaruii [103].

YBenuueHue Maccbl MUOKap/1a, 3HAYUTEIIbHOE YTOJIIICHUE MUOKAP/A, YBEITUYCHUE
000MX MpeAcCepArii, YTONIIEHUE MEXIPEICEPIHON NEPErOPOIKH MOKHO OOHAPYKUTH
OpPaKTUYECKM y  BCeX  mHanueHToB.  [IpeumymniecTBOM B CpaBHEHHMM  C
XOKapAUOTrpaUueCKUM HCCIEAOBAHUEM SIBJIAETCSI HECKOJBKO OO0JbIIAsi TOYHOCTD,
OCOOEHHO y TAalMEHTOB, KOTOpPbIE HE MOILYT XOpOIIO OBITh OO0CJIEI0BaHbI
yJIbTPa3ByKOBBIMM METOJaMH, Jyumias JuddepeHunanns TpaOeKysl U NanuuUIIpHbIX
MBIIIILL, 3HAYUTEIBHO O0JIee YeTKasi U KOHTpAacTHAs qudpepeHnnanus snuKapaa, a TAaKxKe

NOJTHAs BU3yasin3anus o0oux npencepauii [126].

Huarnoctuuecknumu kpurepusamu npu AKMII o nanaeim MPT cepana siBisiroTcs
orcpoucHHoe Hakomuienue rafonauams (LGE, Late gadolinium enhancement), wu

KOJIMYECTBEHHBIC TapaMeTphl - BpeMs T 1-penakcannu u ECV.

Panee cumranoch, uto LGE nokamm3oBanock B (UOPO3MPOBAHHBIX 00JIACTIX
MUOKapAa Tpu XpoHuueckux uH(papkrax wmuokapga, ['KMII wu mgunatanmoHHON
Kapauomuonatuu. B wmccnemoBanmun Maceira u np. BHepBbIe OMUCAHO TIIOOATBHOE

CY63HI[OKapI[I/IaJII>HOG OTCPOYCHHOC HAKOINNICHUC I'a I0OJIMHUA KaK KJIaCCUYECKUI IIPpU3HAK

AKMII npu MPT [127].

Bonpmioi nmorenuuman B aerekuuu, nuddepennuanuu u crparugukanun AKMII
npoaeMoHcTpupoBaio Tl1-kaptupoBanue. Y mnamuentoB ¢ AKMII naGmogaercs
yBeJIUYeHUE BpeMeHu T 1-penakcanuy B MUOKap/ie B CPAaBHEHUH C MAIIUEHTAMU C MHBIMU
kapauomuonatusmu [121]. B uccnenosanuu Karamistsos u ap. nmpu AL-AKMIT mennana
Bpemenu T1-penakuuu coctaBuia 1140+ 61 mMc B cpaBHeHHH ¢ BpeMeHneM 958 + 20 Mc B
KOHTpoibHOM  rpymme, P<(0.001. YyBcTBUTENBbHOCTH MeTOAa cocTaBwia 92%,

cneuupuynoctp — 91% [128]. Fontana w coaBT. TaKke NPOJAEMOHCTPUPOBAIIH
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JIMarHOCTUYECKYIO TOYHOCTh MeTojna, pu ATTR-AKMII 3HaueHue ObLIO MOBBIIIECHO

(ATTR- AKMII 1097 +43 mc, B KOHTpoJIbHOM Tpyrine 967 + 34 mc, p<0.0001) [129].

[To onpenenenuto HatuBHOE (OeckoHTpacTHOE) T 1-KapTHpOBaHHE MOAPA3ZyMEBACT
B ccOc CHUTHAJI KaK OT BHYTPHKJICTOYHOTO, TaK M OT BHEKJIETOYHOI'O IPOCTPAHCTBA.
BBengeHne KOHTpAacTHOTO TIpemapara TO3BOJSET OTTPAHUYATh W W3MEHUTH
BHEKJIeTOUHbIM 00beM. Ilpu AKMII naOmromaercss yBenuuenue mnokaszarens ECV,
MOTCHITMAIBHO JAIONIUI MpEeCTaBICHUE O CTEICHW aMUJIOMIHON Harpy3kH cepiia |

TspKectu 3a0oneBanus [130].

1.6.1.5 buoncus

Ceroaus >na0MuOKapAnaibHas ouorncust (OMB) 1o cux mop octaeTcs «30J0ThIM
crangaprom» auarHoctukun AKMIT [96]. Ho HecMOTpst Ha BBICOKYIO YyBCTBHTEIHLHOCTD
metonaa (100%) [131] mnpoBeneHne DOMDB kpaliHe HENPaKTUYHO B Ka4yecTBE
CKpUHHMHTOBOTO HcclieoBaHusi B BbisiBIeHUH AKMII mo HeCKoJbKUM MpUYUHAM: a)
IpolieTypa BBICOKOTO PUCKa; 0) HEOOXOUMMOCTh HATHYUS BHICOKOKBATH(UITUPOBAHHBIX
CIEIUAIMUCTOB U CHEUU(PUYECKOr0 OO0OPYIOBaHMS, UTO JOCTYIMHO MJi AKCHEPTHBIX
HEHTPOB. JIpyruMu OrpaHM4eHUSIMU SIBJISIFOTCSI HEBO3MOKHOCTh OLICHUTh aMUJIOUHYIO
Harpy3ky BO BCEM CEpAllE, HEBO3MOXXHOCTb OILICHUTh CHUCTEMHYI) aMUJIOUIHYIO
Harpy3Ky, ¥ MO 3TUM K€ MpPUYMHAM, OTPaHUYEHUS B MOHUTOPUPOBAHWU OTBETa HaA

naTOreHeTHYECKyo Tepanuto [132].

Onnako B HEKOTOpeIX cutryarusi OMb  ocrtaercs Merogom BwiOOpa: 1)
NOJIOXKUTENBHBIA ~ PE3yJIbTaT  PAJAMOHYKIUIHOTO  HCCIECNOBAaHUS W  BBISBICHUE
MJIa3MOKJIETOYHOM JUCKPA3HH, YTO HE MO3BOJISIET AOCTOBEepHO TunupoBath AKMII; 2)
OTPULATEIbHBIM pe3ydabTaT WJIM HEOJHO3HAYHBIA pPE3yNbTaT JIUATHOCTUYECKOTO
oOcJeI0BaHus MPU COXPAHSIOMIMNXCS KIIMHUYECKUX N0103peHusax B oTHomeHuu AKMII;

3) HEBO3MOXKHOCTD TIPOBEICHUS PAIUOHYKIHIHOTO HccienoBanus [133].

[Ipy cucTeMHOM aMHUIIOMA03€ JOIMYCKAETCs MPOBEACHUE SKCTpaKapauaaibHOU
ouoricuu. Jlnarnoctruueckasi JOCTOBEPHOCTh SKCTPaKapIMaJbHBIX OMONITATOB 3aBUCUT OT

TUIIA aMUJION103a U uccienyemoi Tkanu [134]. B uccnenosanuu [135] ¢ yuactuem 286
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naneHToB ¢ ATTR-amunongo3om ¢ mopaxkeHweM cepama, Tojbko y 73% Obua
OOHapy>KeH aMWJIOWJ TIPH S3KCTpakapauaabHOW Oworicuu. [lpm sKcTpakapauaabHON
Ouoncuu damie Bcero BeIABIsSeTCa AL-amumionnos, 3atrem ATTRv-ammionnos, B TO
BpeMsi KaK 4YyBCTBUTEIBbHOCTh sl BbiABIeHHS ATTRw-ammionnoza 1ipu
IKCTpaKapAuaIbHOU Onoricuy Hu3Kas. [loaromMy, mpu mo103peHNN Ha aMIIOM 03 CepATa
pekoMeHayeTcss MpoBoAuT, OMDb, KoTOpas WMeeT 3HAuMTENbHO O00Jiee BBICOKYIO
YyBCTBUTEJIBHOCTh IIPM OTCYTCTBMM OJHO3HAYHOTO JUArHo3a, IOCTaBJICHHOTO C

ITOMOIIbI0 HEMHBA3WBHBIX MeTo K [103].

JUist BBIsIBIIEHU aMuiionja OMONTaThl MOABEprarTcs okpacke KoHro kpacHsiM,
[OCJIe Yero M3y4aroTcsl B NOJIIPU3AaLMOHHOM CBeTe. AMMIION] 00JIaJaeT CBOMCTBOM
JIBOMHOTO JIy4elpeIOMJIEHHs, BCIEACTBUE YEro MaToMop(osior MOXKET OOHApyX UTh

s10J109H0-3¢eNeHoe cBeueHue [136].

1.6.2 TunupoBaHue aMIWJIOH1032

1.6.2.1 PaanonyKJInIHOE UCCIIEI0OBAHME

B 2016 roxy Obimn omyOnmMKoOBaHBI pe3ynbTathl padotel Gillmore m coasr., B
paMKax KOTOpOU BIEpBbIE OblJIa OIIEHEHA 3HAYUMOCTh PAJMOU30TOITHOTO UCCIEIOBAHUS
B nuddepenunanbron auarHoctuke AKMII, dro monoxuiio Havyano HEWMHBA3UBHOM
JMArHOCTHKE 3TOT0 KU3HEyrpokaromero 3adoneanus [137]. bbuin npoaHain3upoBaHbl
1217 cnyyaeB mnamueHToB ¢ nopo3dpeHueM Ha AKMII, HanpaBieHHble B
CIIEIUAIM3UPOBAHHBIE SKCIEPTHBIEC HEHTPhI. Cpeau 857 NalMeHTOB € MOATBEPKIAEHHBIM
amuiouo3oM (374 npu nomoum OMB) u 360 mnauuMeHTOB ¢ HEAMWJIOUWAHBIMH
KapauomuonatusiMu HakoruieHue POIl B Muokapae mo JaHHBIM pagmoOU30TOMHOTO
UCCIIEIOBAHUS TTPOAEMOHCTPUPOBaAIO 99% vyBCcTBUTENBHOCTh U 86% creruUIHOCTD
st ATTR-AKMIT [137].

Paanounsoronnoe wuccnenopanue npu AKMII nmpoBoauTcss ¢ OCTEOTPONMHBIMU
TeXHeln-MedeHHbIMU (dochaTHRIMM KOMIUIEKcaMu. B HacTosiiee Bpemsi B MHpE
JOCTyNHBI Tpyu npenapara: PMTc-mupodocdar (**"Tc-PYP), mupoko npuMeHseMbli B

Coenunennsi [lItatax AMepuku u Ha Teppuropur Poccuiickoit ®enepanun, #MTc-3,3-
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audocpono-1,2-nponanogukapbonosas  kucaora  (P"Tc-DPD) u  ¥MTc-
rugpoxcumetuner audocdonar (PMTc-HMDP), ucnonsszyemsie B ctpanax Esponsr [8].
Bce Tpu mpemnapata MoryT OBITH B3aMMO3aMEHSEMBIMH, OJTHAKO KaXKIbIii MMEET CBOU
OCOOEHHOCTH OTHOCUTEIBHO MPOTOKOJIA TMPOBEICHUS HMCCIENOBAHUS U JalibHEUIIeH
MHTEPIIPETALUK PE3YIbTaToOB. Mccnen0BaHus NOKa3bIBAIOT, 4TO B OTIIMYHE OT > TC-PYP
IpU OIIEHKE COOTHOIICHHUsS cepjle-KoHTpanaTepanbHas cropona (heart-contralateral
ratio, H/CI) npu Busyamusaiuu ¢ ®MTc-HMDP MoryT ObITh HCKakeHHS (DOHOBBIM
mwymoM. Ilpu 3Tom noBeimeHHoe copepxanue °"Tc-HMDP Habmrogaercs B MSATKHX
TKaHSX, STOJUYHBIX MBIIIIAX, MJie4aX, TPYIHON KJIETKE, OPIOIIHOW CTEHKE, MEYCHH,
CKEJICTHBIX MbIMIIax u jerkux. [1o atoit npuunne onenka H/Cl He pekomenmyercs mpu
ucnonb3oBanuu  PMTc-HMDP [138-140]. Moryr O6bITh OTIMYMS B BO3MOYKHOCTH
BU3YyalIM3allMU dKCTpakapauaibHoro HakorieHuss POII npu cucteMHOM amMuiionjos3e
[141]. B oTHOCHTENBLHO KPYITHOM HccienoBaHul DpaHITy3cKOTo pedepeHC-IIEHTpa 10
aMUJION03y cepiana OblIM mpoaHanu3upoBanbl ciydan ¢ 2010 mo 2017 roxa, korna
npoBoauiock uccinegosanuu ¢ PM"Tc-HMDP B pesxnme «Bce Teloy». DKCTpaKapAHaIbHOE
HAKOILJIEHUE OBLJIO BBISBICHO y 74 MAalMEHTOB, B TOM 4ucie y 72 nauueHtoB ¢ AKMIT u
2 KOHTPOJBHBIX NIl [IpenMyIliecTBEHHO HAKOIUJICHHME OOHAPYKHMBAJIOCh B JIETKUX U
wieBpe, 4yTh pexke B JKKT u monkoxHow kinerdatke [140]. [IpoBenenue ucciemoBanus
c ¥MTc-PYP B pexume «Bce Teno» He pexomenayercs [8]. IpsMble mcciaemoBaHus
cpasaenus P"Tc-HMDP u **"Tc-PYP B mupe He nmpoBoamnuck. B ogHOM 13 HeEGOIBIIMX
UCCJIEIOBAHUM OJHOMY M TOMY >K€ MAlUMEHTy C JIBYX MECAYHOM pa3HuIeill OblLia
BBINOJIHEHA cuuHTHrpadus Muokapga ¢ "Tc-HMDP wu  %™Tc¢-PYP. Ilo
OITyOJIMKOBAHHBIM JJAHHBIM MPOIEMOHCTPUPOBAHA OTIMYHAS Koppesaius Mmexay POII u

CXOJKasl CTeTICHb HAKOIUICHUS] B MUOKap/ie Ha 00oux n3o0paxenusx [142].

CrneuraibHOM TNOATOTOBKM NALMEHTa MEpea IMPOBEACHUEM HCCIEIOBaHUA C
ocTeoTporHbIMU (dochaTHEIMU KOMIUIEKcaMu He TpeOyercs. [Ins Bcex Tpex POII
BHYTPUBEHHO BBOJIAT IIpenapaT akTUBHOCTHIO NMpuOnu3uTenbHo 10-20 MKu, ananoruano
CTaHAapTHOM cruHTUTpaduu KocTed. Busyanusamus mpoBOIUTCS C MCTIOJIb30BAaHUEM

ramMma-KaMmepbl BICOKOTO pasperienus [8].
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[IpoTtokon uccieaoBaHusi OoCHOBaH Ha ucciefoBaHuu S. Bokhari u coaBt. u
BKJIIIOYAET B Ce0s IUIAHAPDHOE MCCIECIOBAaHME B MEpPEAHEHd NPOEKIUH C
nosykonudecTBeHHON oneHkoil H/Cl u npu Hanmuuum Bunumoro HakorwieHus POIT B
NPOCKIIMU MHOKapJa UCCIENOBaHHE B pPEXUME OJHOMDOTOHHOW SMHCCHOHHOMN
kommpioTepHoli ToMorpaduu (ODOKT) [143, 144]. TlosoXHTETbHBIM pe3yJbTaT
cuntaercss npu 3HadeHusx H/Cl >1,5 uvepes 1 wac wim >1,3 uwepe3 3 yaca [9].
Hcnonb3oBaHue TOJMBKO TUIAHAPHBIX H300pKEHUM MPUBOAUT K HEONpPEIeICHHBIM
pe3ynbTataM win HenpaBuibHOU Kiaccudukaruu ATTR-AKMII, mpu atom coobmaercst
0 JIOKHBIX pe3ynbTartax y 2—28% manuentos [10-12]. TTostomy ans nuddepeHnuaymn
MEXIYy aKTUBHOCTBIO B MHOKApJE€ U AKTHUBHOCTBHIO B KPOBOTOKE WJIM BHECEPACUYHOMN
AKTUBHOCTHIO HEOOXOUMO JOMOJHUTENIbHOE MoJtydeHue ndodpaxkennit OOKT rpynHoi
kieTku. [Ipu BeimonHennn OOKT ogHOBpEMEHHOE MPOBEICHUE CUHXPOHU3UPOBAHHON
cTtanaapTHol KommbtoTepHO TOoMorpaguu (KT) Takxke MoxkeT OBITh MOJNE3HO IS
KOJINYECTBEHHOW OIlcHKM HakorwieHus P®IT B muokapae coriacHo mikaie Perugini.
[TonoxurenbHbiMm B oTHOmeHUH ATTR-AKMII sBnsiercss BbISIBIEHHWE CTEIECHU
HakorieHus 2 uiau 3 [145, 146].

HeyrouHeHHbIM 10 CcHUX mOp oOcTaercss BONPOC BpemeHu skcnozuuuu POII.
OCHOBHBIM pErIaMEHTUPYIOUIUM TIOKYMEHTOM sIBisitoTcs [[pakTnueckue pekoMeHaanum
Buzyanuzanun AT TR-AKMII AmepukaHCKOro o0IiecTBa SAEPHOTO KapAHOJIOTHU OT
2016 roma. B 3ToM 1O0KyMEHTE yKa3bIBa€TCsl, YTO PEKOMEHAYEMbIM CPOKOM 3KCIIO3UIUN
P®II nepen npoBeaeHUeM HCCIEN0BAHUS sBIIETCA | yac, uepes3 3 yaca — ONIMOHATbLHBIM
[147]. B 2021 romy Dorbala u coaBT. B cBOCii paboTe TOBOPAT O HEOOXOIUMOCTH
NPOBEICHUS CUMHTHTpaduIecKoro uccaenoBanus yepes 2-3 vaca [9]. Y ymmHenne cpoka
DKCIIO3ULMHU CBA3aHO C 3aMeNICHHOM LupKyJsinuenr POII B myne KpoBHU y HAllMEHTOB C
XCH wu 3aBbimiearie H/Cl yepes 1 vac mo stoii mpuumbe. Tem He MeHee, MPOTOKOJ
nccaenoBanus ¢ PMTc-PYP mpopmoimkaeT pa3BHBAaThCs, OPH 3TOM LEHTPHI IIPOBOMAST
pPaaMONU30TONIHOE HCCIEAOBAaHUE IO-PAa3HOMY, YTO, K COXAJICHHMIO, BIIMSIET Ha

HHTCPIPCTANIO PC3YIIbTATOB UCCIICIOBAHUA U IPUBOJNUT K ANAI'HOCTUICCKUM oIIoOKam

[12]
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Psin MHOTOYMCIIEHHBIX MCCIEIOBAaHUN JIE€MOHCTPUPYET, YTO OOJee MHTEHCHUBHOE
Hakoruieane POII Habnromaercst mpu ATTR-AKMII B cpaBaenuu ¢ AL-AKMIT [143,
148, 149]. Xotsa cuunTturpadus ¢ MTc-PYP pyTMHHO MCIONB3yeTCS B AMATHOCTHKE
ATTR-AKMII, npupona cs3biBanuss PDII ocraercss HescHoit. Ilpeamonaranocs kak
CPOJICTBO K aMHJIOHTY, TAK H BO3MOYKHOE HajTuune Kaiabiudukarui [146, 150]. B ogaom
HEOOJIBIIIOM HCCIEOBaHUM, OCHOBAaHHOM Ha pe3yibrarax OMb, Obl10 mokas3aHo, 4To
KOJIn4ecTBO MuKpokanblmbukanuii npu ATTR B cpaBHenun ¢ AL Obuto Gosblie,
OJIHaKO He3HauuTeslbHO. CTOMT MOMHHTH, YyTO npu OMDb mpoucxoaut 3ab0p JHIIb
HEOOJIBIIIUX TIOBEPXHOCTHBIX YYACTKOB IMPABOTr0 JKENyI0YKa, YTO OTrpaHUYUBAECT
uccienopanne [151]. B 2023 romy Thelander w coaBT. B cBoeli paboTte
MPOAHATM3UPOBATM THUCTOJIOTMYECKUNA MaTepHall IIeCTH CepAell C MAaCCHUBHBIM
nopaxkenuem amunounom: Tpu ¢ ATTR, tpu ¢ AL. Kpome Toro, O6nuia mpoBeneHa
aBTopagrorpadus ¢ Ucroab3oBanueM M T¢-DPD 115 OLEHKH JOKAIN3aLUK CBA3bIBAHUS
P®II. Uccnenoanue nokaszaino, uto npu AT TR-AKMII ouaroB MukpokaibIiauKaimm,
cBsspIBaromuxcs ¢ °MTc-DPD Gonbine, gem mpu AL, 0HaKO He BCe 3TH OYary CBA3aHbI

¢ aMmIonIHbIME Jeno3utamu [150].

1.6.2.2 UMMYHOTHCTOXUMHUYECKOE UCCIEIOBAHNE

TouHas knaccupukaluus amMuIOMJa MOKET OBITh BBINOJHEHA YK€ Ha paHHEH
ctaauu  3a00JieBaHUSI  C  BBICOKOM  YYBCTBUTEIBHOCTHIO  C  TTOMOIIBIO
UMMYHOTUCTOXHMHUYECKOTo okparirBanus ouontaroB [103]. AHTHTENA MCIIOIB3YIOTCS
s BeisiBieHuss ATTR, AL, u AA-amunonno3a. Kak npasuno, npu AL-amunonnose ¢
MOpaKEHUEM cepila, HaOII0AeTCsl PETUKYIISIPHBIN/TIEPUIIEIUTIONIAPHBIN PUCYHOK. B TO
Bpems kak npu ATTR mpeoGmanaror dokanbHble aMuionanabie otiaoxeHus [151]. Jlms
UMMYHOTUCTOXHUMHUYECKON MU PepeHmanibHol  THarHOCTUKH  TUIIOB  aMUJIOH]IA,
HEO0OXOJMMO YUYUTHIBATh, YTO YACTOTA BCTPEYAEMOCTH MOHOKJIOHAJIHLHOM raMMOTaTHH
HESICHOTO 3HaueHus Bbicoka (5,3% B Bo3pacte> 70 nert, 7,5% B Bo3pacte > 85 ner), 25%
nanreHToB ¢ ATTRv unn ATTRw napasnienbHO UMEIOT MOHOKJIOHAJIBHYIO TAMMOTIATHIO

HesacHOro 3HaueHus, 1 10% wu3 CUCTEMHBIX aMUJIOMAO30B HENPABWIBHO THIUPYIOTCS

[152, 153].
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1.6.2.3 Macc-cneKkTpomMeTpusi

Hanbosiee  HageXHBIM  METOJIOM  SIBJISIETCS  MacC-CHEKTPOMETPHUYECKHIA
IPOTEOMHBIN  aHamu3, KOTOPBIH HEMOCPEICTBEHHO HICHTH(PHUIMPYET OEIKOBYIO
CyOBEAMHUILY B OTJIOKEHUSIX M CONMYTCTBYIOIIME YHUBEPCAIbHBIC AMWJIOUIHBIE OCIIKU
(amomunonpotenH E, ceiBopoTouHbli amunounn P u anonunonporennsl A-1V). Macc-
CIIEKTOMETPHS MOXKET OOHAPYKUBATh PEJKUE UIIM HOBBIE THUIIbI, & €€ YYBCTBUTEIHHOCTD
u cneunduunocts O6mu3ku Kk 100%, 4Yro gemaer ee 30JI0THIM CTaHAAPTOM IS
tunupoBanus [154]. OqHako Macc-CIIeKTpOMETPHS ABISETCS JOPOTOCTOSIIIUM METOJI0M
TUIIUPOBaHUs, TpeOyeT CIEeUUaTIu3uPOBAHHOIO J1a0OpAaTOPHOrO OOOpYIOBAaHUS U B

HAIIIEW CTPaHE TEXHUYECKU TPYIHOJOCTYIIHA.

1.6.2.4 UMMyHOXHMHYECKOe UCCIe0BAHME

Hnsa muddepennuanbioi auarHocTukd TunoB AKMII ¢ 1enbio BBISBICHUS
MOHOKJIOHAJIbHOM JTUCKPA3WU MPOBOJATCS CIEAYIOIINE UCCIEAOBAHUS: KOJTUYECTBECHHAS
OIlCHKAa KOHIleHTpanuu cBoOoAHbIX Jerkux neneit (CJIL) B CBHIBOpOTKE KpOBH,
anekTpodope3 OEIKOB  CHIBOPOTKM KPOBM M MOYM C HUMMYHO(DUKCAIUEH.
KonuuectBennast onienka koHueHtpauuu CJIL o6mamaer 99% uyBCTBUTENBHOCTHIO B
uaeHTUGUKaIu Oenka-npeamectBeHHuka npu AL-tume AKMIT [24, 155]. [lpwu
OTCYTCTBUM  MOHOKJIOHAJbHOM  CEKpEeIMHM U  TOJIOKUTEIBHOM  PE3yibTaTe
PaaIrOU30TONTHOTO HCCIENOBaHUsI B coyeTanuu c npuzHakamu AKMII no nanHbeM

9xoKI u/unmu MPT auarto3 AT TR-AKMII moskeT ObITh yCTaHOBJICH HEMHBA3UBHO [24].

1.7 Tepanus

1.7.1 CumnromaTn4yeckas
ITockonbky ocHOBHBIM KinuHUYeCKUM nposiBieHueM AKMII sasnsercas XCH, To
OCHOBOM CHMITOMAaTHYECKOW TEPANUU SIBIACTCS AUYPETUYECKAas Tepalvs U Tepanus
XCH. B03MOXHOCTb NPUMEHEHHSI pPa3HbIX TCPYIN MpenapaToB [0 CHUX OCTaeTcs
npeaMeToM oOcyxnaeHuss y OonbHbix ¢ AKMII, mnockoibky B MHpeAbIIyIIUX

uccinenoBanusx AKMII Obina kputepuem HeBkitoueHus [156-163].
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HeGounbime uccienoBaHusi 1€MOHCTPUPYIOT MPOTUBOPEUMBBIE PE3YJIbTaThl, MO
pe3yabTaraMm OJHUX HEOOJBIINE H03bI TPENapaTOB XOPOIIIO NEPEHOCATCA U HEOOXOUMBI
B Teparmu [164, 165], Torma kak 1o WHBIM pe3ysbTaTaM Te K€ TPYIIbI IpernapaToB

IIEPEHOCATCS KpalHe II0X0 U MOT'YT IPHUBECTH K HEOJIaronpHusaTHBIM ncxonam [13, 14].

HCI[OCT&TO‘IHOG qHCJI0 I/ICCJIe,I[OBaHI/Iﬁ IIPUBCJIO K 3BHAYUMOMY HpO6€JIy B 3HAHUAX

otHocuTenbHO Tepanuu XCH y nanuentoB ¢ AKMIL.

B 2023 rogy 6bu11 0myOIMKOBaHbI pe3yJIbTaThl KPYITHOTO UCCIIEI0BaHUS paboueit
rpynmnoi EBporeiickoro oOrecTBa KapauoyioroB. B peTpocnekTHBHBIM aHaIU3 ObLT
BiitoueH 2371 namuent ¢ ATTR-AKMII B nepuoa ¢ 2000 mo 2022 roa. Cpeau Bcex
nanueHToB bADb Obumn HasHaueHsl 55,4%, 57,4% mnanueHTOB MOJdy4Yalld Npenaparsl,
UHTUOUPYIONIUX  pEeHHH-aHTuOoTeH3uHOByt0 cucremy (PAC), a aHTaroHucThl
MUHEPaTOKOPTUKOUIHBIX peuentopoB (AMKP) naznauanuce B 39% ciydasx. B reuenue
Menuanbl nepuoaa Haobmonenus 27,8 [10,6 — 51,3] mecsueB BAB Obliv OTMEHEHBI Yy
21,7% nanuenTton, uaruOuTOpHl PAC B 32,9% ciyuaes. s cpaBaenus, AMKP Gbutn
OTMEHEHbl Juub B 7,5% ciydaeB. AHanu3 mnokazan, uyro tepanusi AMKP Obuia
HE3aBHCHMO CBsI3aHa CO CHIDKCHHEM pHCKa cMepTH B oo01ieit nonysmuu [OP 0,77, 95%
JI: 0,66 — 0,89, p<0,01] u B 3apanee ompeaeneHHol moarpymme narueHToB ¢ ®B JDK
>40% [OP 0,75 95% JU: 0,62 — 0,90, p<0,01]; Tepanuss Hu3kuMu nozamu BADB
HE3aBUCHUMO CBSI3aHA CO CHWIKEHHMEM pUCKa CMEPTU B noArpyitire nanueHToB ¢ OB JDK
<40% [OP 0,61; 95% JI1: 0,45 — 0,83, p=0,002]. CymiecTBeHHBIX pPa3INduii B Teparuu

unrnouropamu PAC BrIsiBiIcHO He ObLTO [166].

1.7.2 AHruOMTOpHI HATPUII-TJIIOKO3HOT0 KOTPAHCIIOPTEPA 2-T0 THNA

B uccnenoranusx DAPA-HF, DELIVER, EMPEROR npumenenue npemnapatos
rpynnsl ”HI'KT-2 nanarnudnosuna u smnarnudnosuda npu XCH BHE 3aBUCUMOCTH OT
dbpakiuu BbIOpOCa TPUBEIO K CHUIXKEHUIO PUCKA CMEPTH U CEPJCUYHO-COCYIUCTHIX
coobiTHit [15-18]. OnHako j0Ka3aTeabHBIX JaHHBIX 00 3(h(HEKTHBHOCTU 3TOW TPYIIIBI
npenapatoB npu AKMII Ha cerogHsiiHUiI HET, paHIOMU3UPOBAHHBIE KIMHUYECKHE

MCCIIEOBAHUS IO BCEMY MUPY B aKTUBHOM CTaJUU.
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«OnbiT npuMenenust ”HI'KT-2 npu AKMII HakannuBaicst HOoCTENeHHO. B nepBoIix
paboTax MPUMEHEHWE STOM TPYIIbl MPErnapaToB ObUIO CKOPEE BBIHYXKJICHHBIM IO
npuuuHe nporpeccupoBanuss XCH. Dobner S. u coast. B 2023 roay omyOaukoBaiu
pe3ynbTaThl aHAJIN3a, B KOTOPbIN ObUIH BKIIOYEHBI MAIIUEHTHI CO CTAOUIILHBIM TE€UEHUEM
ATTR-AKMII, nonywatonme cnenugpuueckyro tepanuo ATTR. PerpocnexktuBHO A0
Hayayia Tepanuu Aanariudio3uHoM U yepe3 3 Mecsila OolleHUBaICs psij mapaMeTpos. B
niesiom tepanus ”HI'KT-2 Gbuta Hauata y 34 manueHToB, 17 manueHToB ObLIN BKIOUCHBI
B aHAJIM3, a naueHTsl He noiyyvaromue nHI'KT-2 coctaBunu rpynny kontpons. [lpu 3-
MECSAYHOM HaOII0JIeHuU uuncieHHoe cHuxkeHue ypoBHsi NT-proBNP wnaGmopanocs y
76,5% mnanureHToB B rpynmne ganariudiaosuHa u'y 67,5% nanueHToB B KOHTPOJILHOM
rpymnmne. JlaHHble pe3ynbTaThl MOCIYXUIU MEPBBIM IIaroM K HU3YyYCHUIO MPUMEHEHUS

uHI'KT-2 y nanmentoB ¢ AKMII» [167].

«B  HEOONBIIUX HEPAHJOMHU3UPOBAHHBIX PETPOCHEKTUBHBIX HCCIEIOBAHUAX
JaHHAasI TPYIITa MpenapaToB AEMOHCTPUPYET XOPOIIYI0 epeHoCuMOoCTh. [1o manabiM M.
Steinhardt u coaBt. Ha done Tepanuu UHI'KT-2 B Teuenue § mecsies y 79 naiueHToB ¢
AKMII He ObLIO 3aperucTpUpoBaHO TSKENbIX HexenaTenbHbIX 3(hdexToB, v 5%
MAllMCHTOB  BBIABISIACHE  MHQPEKIHMS  MOYEBBIBOASIMMX  myTed.  [IpumeHeHue
nanarnudruo3uHa  wian  SMnariaudiao3uHa  ObUIO  aCCOLMUPOBAHO C  HEKOTOPHIM
yXyIuieHneM nodeunoi Gpynkuu B Bujae camkenus CKO (-2.7 + 8.0 ma/mus, p = 0.006),
no gaHHbIM OxoKI' Habmoganoch yBelaHMUEHHE KOHEYHO-IUACTOJIMYECKOro oO0bema
aeBoro xenynouka (+8.1 + 3.9 mi, p = 0.04), ymeHbIeHue cepieunoro Beiopoca (—0.5 +
0.2 n/mun, p = 0.002) u ynapuoro oobema (—6.3 £ 2.2 mi, p = 0.006). Biustaue uHI'’KT-
2 y naruerToB ¢ XCH u AKMIT Ha xonnenTpanuio NT-proBNP He onenuBaniocs» [168].

«B wuccnenosanuu A. Pillai u coaBT. m3yuanu 53 mammenta ¢ AKMIL YV 6%
BBISIBJICHA HMHQEKIUS MOYEBBIBOASIIMX MNYyTeW, y 2 TalUEHTOB pPa3BUIOCh OCTPOE
MoYyeyHoe TOBpexkaeHue. Habmiomanack TEHAEGHIMS K  YAYUYIICHUIO KIUHUKO-
(GYHKIIMOHATBFHOTO KJIACCa, CHIDKEHUIO YHCJIa TOCHUTAIM3anuidl (OTKIOHEHUE OT
ucxoaHoro ¢ 1 no 0,6 Ha maruenTto-jiet, P=0,18), oqHaKO HECMOTPS HA ATO pa3INyus HE

OBLIM CTATUCTHYCCKU 3HAYMMBIMUY» [169].
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1.7.3 Cnenuduueckasi

«O4eBUIHBIM  BJIMSIHUEM Ha  TPOTHO3  MAIMEHTOB  O0JajgaeT  JIUIIb
naToreHeruyeckass — tepamus». (OCHOBHOM €€ 1eibl0  SBISETCS  3aMEJIUTh
MIPOrPECCUPOBAaHNE 3a00JICBaHMS ITyTEM YMEHBIIICHHUS CHHTE3a OeTKa-TIPeIIeCTBeHHUKA

WIN TIpEKpalleHus qenonupoBanus ammionaa [170].

1.7.3.1 ATTR amusioniHasi KapAUMHUONIATHUS

Cradmwm3zaropsl TTR
[IpenapaThl 3TOIl TpyNIbl CBA3BIBAIOTCS C HECTAOWJIBHBIM TPaHCTUPETUHOM,
KMHETHYECKHU MPEISITCTBYS €ro JajlbHEUIIEH AUCCOLMAMY HA MOHOMEpPBI, TEM CaMbIM

3ame st mporpeccupoBanre AKMIIT [171, 172].

Haunboiiee n3ydeHHbIM MpenapaToM 3TOM rpymisbl aBisieTcs Tadgamuauc. «B 2021
rojly ObLIH MPEACTABICHBI pe3yibTaThl 3aBepinuBiierocs uccienoanus ATTR-ACT, B
KOTOpoe OblT BKIIOUEH 441 manueHTt, paHJAOMU3UPOBAaHHBIN 2:1:2 B rpymIbl mpuema
tapamuauca 80 mr, 20 Mr u mtare6o B Teuenune 30 mec. [lpuem Tadpamuauca B o6enx
rpynmnax (80 u 20 Mr) npuBOIUI K CTATUCTUYECKUA 3HAYMMOMY CHIKEHUIO JIETaTbHOCTH
OT BCEX MPUYMH U YKCJIa TOCTIUTAIIM3AIUN 110 TPUYUHE CePACUYHO-COCYIUCTHIX COOBITUI
B cpaBHeHuu ¢ twtane6o (p=0,003 u p=0,004, coorBercTBeHHO). [lomumo 3TOTO, B
cpaBHeHMHM ¢ Muianiebo npu npueme 80 mr Ttadamuarca HaOIIOAATIOCh 3HAYMMOE
cHmwkeHre kKouueHtparuun NT-proBNP (-2587,5+£570,6 nr/mn, p<0,01, yBenuyeHue
TOJICPAHTHOCTH K (PU3UYECKUM HArpy3KkaMm IO pe3yjbTaTaM TecTa C IMIECTUMHHYTHOMN
xoapooi (T6MX) (75,8+10,7 M, p<0,01), a Takke yJIydllleHHUE KayecTBa >XU3HU IO
pesyabTaram Kan3zacckoro onmpocHUKa AJisi MalMEeHTOB ¢ kapauomuonatuent (13,5+2,2
0amma, p<0,01)» [173].

BtopeiM mpenapaToM W3 3TOM TpymIbl, JOKa3aBIIMM CBOIO A()PEKTUBHOCTH B
uccineqoBannu ATTRIibute cran akopamuamc. B mcciaemoBanue ObUTO BKIOYEHO 632

MalnueHTa, PaHAOMU3UPOBAHHBIE B IPYIIbI B cOOTHOWEHHH 2:1. IIpuem akopammuauca
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NPUBOJUI K CHIDKCHHIO pHCKAa CMEPTH OT BCEX IMPUYMH, CHIDKECHUE YHCIIa
TOCTIMTAIIM3AINN TI0 CEePACYHO-COCYIUCTHIM TpUUYMHAM, a Takke K CHIKeHuo NT-
proBNP (p<0,01). O6e rpymnmbl He OTIMYAINCH TI0 YaCTOTE HEeXeJIaTeIbHBIX COOBITHIT. B
CpaBHEHHH C TadaMHJIMCOM MPHUEM aKOpaMUJHUCA AaCCOLMUPOBAH C YBEIMYCHUEM
TETPAMEPHOI0 TPAHCTUPETUHA B CHIBOPOTKE KpoBU Ha 42%, a Takxke ¢ 00jiee 3HAYUMbIM

camwkenreM ypoBHs NT-proBNP [174].

Nuruduropsl cunre3a TTR

[latucupan — mpenaparT OJUTOHYKJICOTHIHOM TPUPOABI,  COAEpMKAIIHMA
JBYLIENIOYEYHBIE MOJIEKYJbl puboHyKIIenHOBOM KKcioThl (PHK), koTOpbie cBA3BIBAOTCS
C KOMIUIEMEHTapHbIMU MoJieKyjJaMu MPHK u BBI3BIBAIOT UX Jerpajaiuio, TEM CaMbIM
npensaTcTBys cuHTesy Oenka. B wuccmemoBanmm APOLLO-B 360 mamumenToB
paHIOMHU3UPOBaHbI B 2 rpymnibl B cooTHomeHuu 1:1. Uepes 12 MmecsiieB HaOm01eHNS B
rpynne naTucupaHa M Iutanebo HaOoJanoch CHWKeHue auctaHuuu TO6MX, Gonee
3HaunMoe B rpymne miame6o (Pp=0,02), oJHako 0OTMEUEHO yJIy4IlIeHUE KaueCTBa )KU3HU B
rpynne narucupana (Pp=0,04). 3HaUMMOro BIMUSHUS HAa BTOPUYHBIC KOHEUHBIE TOUYKHU
JOCTUTHYTO He Obuio. B rpymnme matucupaHa Takxke pPEerucTpUpOBAIMCH PEAKLUH,

CBsI3aHHBIE C BBEJICHHEM Iperapara: apTpariu, MbIIIeUHbIe cria3mbl [175].

UccnenoBanne HELIOS-B, mocesmeHHOe wucciaenoBaHuio 3(Q(QEeKTUBHOCTH U
0e301acHOCTH ByTpHCHUPaHa, 3aBepiioch B 2024 roay. B aTo nccnenoBanue Boum 655
MalMEHTOB, PaHIOMU3UPOBaHHbIX 1:1 B 2 rpynmsl. Tepanus ByTpucupaHoM mpuBesa K
CHI)KEHHUIO PUCKAa CMEPTHU OT BCEX MPHUYMUH U PUCKA CEPACUYHO-COCYTUCTHIX COOBITHI B
cpaBHeHuu ¢ 1anedo [OP Bo Bcewt monymsmum 0,72; 95% JI: 0,56 — 0,93, p<0,01] u
CHIDKCHHUIO PHUCKa CMEPTH OT Bcex NpuuuH vepes 42 mecsua [OP 0,65; 95% AU: 0,46 —
0,90, p=0,01]. Kpome TOrO, B TpymIe nmpremMa ByTpUCHpPaHA OTMEYAIOCh JOCTOBEPHOE
3aMeJUICHHe CHIDKeHHS auctaHimn TOMX B cpaBHenmm ¢ manebo (p<0,01).

Hexenarenbupie 3pdexTsl HaOMOgaMNCh B 00€UX Tpymmax 0e3 3HAUYMMBIX OTIWYUN

[176].

NHoTEpcEH W DIUIOHTEPCEH SBIAKOTCS MpenaparaMd  BTOPOTO IMOKOJIEHUS,

AHTHUCMBICIIOBBIE OJMTOHYKJICOTU b, cBsi3biBatomuecss ¢ MPHK TTR B neuenu. B
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HacTosee BpeMs 3aBepiieHo ucciaeaoBanne NEURO-TTRansform mns neuenus ATTR
MOJIMHEUpOTIaTHH, TJe NpoaHaTu3uBapoBaHa dS(PGEKTUBHOCTh HWHOTEPCEHA U
smwionTepcena [177]. CARDIO-TTRansform mns  seyenus ATTR-AKMIT noka
HAaXOIUTCS B aKTUBHOU craauu. Tem He MeHee, B ucciaenoBanun NEURO-TTRansform
OblIa BBIZICTICHA OTACNBbHAS TMOATPYIMIa IMAMEHTOB CO CMEIIaHHBIM ()EHOTHUIIOM U
aMUJIOUHBIM TIopaxxeHueM cepana (N=49, 34%). llepBuuHble JaHHBIE TOBOPST O TOM,

4TO B 3TOM noArpymnne ormevanock yeenudenue OB JIXK na 4,3% u ynapHoro oobema Ha

10,64 M (p=0,049 u p=0,002, cooTBeTcTBeHHO) [178].

[lepcrieKTUBHBIM ~ HaIlpaBJICHHMEM  SIBJIAETCS  pa3paboTKa  Mpemnaparos,
BO3JCHUCTBYIOIIMX Ha JIMMUHALMIO UMEIOLIUXCS ACMO3UTOB aMmuwionaa. B Hacrosuee

BpeMs B Mupe npoBoAsTcs uccienoBanus ¢as3el | u |l pa3nuuHbIX peKOMOMHAHTHBIX

anturen [179-181].

1.7.3.2. AL amuouaHast KapaAMMHUONIATHSA

OcHoBHoii 1ienbio Tepanuu AL-AKMII aBisieTcs anuMuHaNMS aMUIOUI0TEHHOTO
KJIOHA TIJIa3MaTUYECKUX KJIETOK. BBIOOp pexkuma Tepanuu, XMMUOTEPareBTHYECKOTO
areHTa ¥ THTEHCUBHOCTH 3aBUCHUT OT CTETICHU TOPAKEHHUS OPTaHOB, OOIIETO COCTOSHUS
NalyeHTa, BO3pacTa M PE3yJIbTaTOB HCCICIOBaHHMS KOCTHOro Mmo3ra [174].
[IepBoouepenHON 3a1adyeul SIBIAETCA ONPEIACICHUE TOrO, MOAXOIUT JIM IMALUEHT IS
ayTOJIOTUYHOU TpaHcIuiaHTaru cTBoOBbIX KieTok (ATCK) B kadectBe Tepanuu
MEepBOM JIMHUU WM I8 KOMOMHMPOBAHHOM XHUMHOTepanuu Oe3 TpaHCIIaHTalluu

CTBOJIOBBIX KjieTok [182].

Tonbko ~20% NEepBUYHBIX MAIMEHTOB CTAHOBSTCS KaHAWJATaMU Ha MPOBEICHUE
TpaHCIUTAHTALIMKM CTBOJIOBBIX KiIeTOK. Kpurepusamu orbopa siBistoTcst Bo3pact 18 — 70
net, coxpannas ¢ynkuus cepamna (OB JDK >40%), nerxatenbhas (catypanus Oz >95%
Ha arMoc(epHOM BO3AyXe), MedeHouHas (mpsiMol OmMpyOuH <2 Mr/mi), modedHas
(CK® >30 w™a/mun/1,73M2)  GyHKIMM UM TeMOJMHAMHUYECKas CTaOUIBLHOCTH

(cuctonnueckoe aptepuanibHoe napieHue >90 mm prt cT). Kpome TOro, ypoBHU
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tponionnHa >0,06 ur/ma u NT-proBNP >5000 nr/mn accomuupoBaHbl ¢ XyAIICH

BBEDKHBaeMOCThIO [183].
XHMHOTEpaneBTHYECKHE BO3MOKHOCTH

ANKunMpyomue areHTbl — Mendanad ¥ nukiaopochamMua — HCIONb3YIOTCS B
OCHOBHOM B COCTaBe TPOWHBIX KOMOMHANWH. [IpuMeHenne ux KauecTBe MOHOTEpAIUU B

HACTOSIIEE BpEeMs CUMTACTCS HEONTHMAJIbHBIM IS OOJBINMHCTBA manueHtoB [182],

[184].

Oco0EHHO KIJIOHBI IIIa3MAaTHYECKUX KJIETOK YYBCTBUTEIBHBI K HMHTHOUTOpaM
POTEAcOM, K KOTOPBIM OTHOCHUTCsE OopTe3oMub [185]. BopTe3oMub BBOAUTCS MMOIKOXKHO,
eKCHEIEeIbHO, B KOMOWHAIIMK C JCKCAaMETAa30HOM WM aJKUJIUPYIOIMIUM areHTOM.
[Iporokon OGopre3zomub-mukiopochamua-gexcamerazon (VCD) sBnsercs nHambomee
4acTO MPUMEHSEMBIM peXUMOM XumuoTepanuu. ['ematonornueckuit orBer npu VCD
pamkupyetcs ot 60 1o 65%. Kak npaBmio, VCD xopo1io nepeHOCHTCs, He BBI3BIBACT
TSDKETYI0 MHENIOCYNPECCU0 W He TpeOyeT KOppeKIMH J03bl TPH  MOYEUHOUH

HepocTaTogHocTy [186-188].

Omanm w3 Hambomee d(QexTUBHBIX mpemnapatoB sBisercs aHTu-CD38
MOHOKJIOHAJIbHOE aHTHTEN0 — napatymymad. B daze |1l ucienoBarmss ANDROMEDA
MOJIKO’KHOE BBEJIeHUE JapaTymyMada B couetanuu ¢ VCD cpaBHHBaANIOCH ¢ 6 MUKIaMU
cranaaptHoro kypca VCD y nepBuunbix manueHToB craauu I-111A. ['emaTomorunaeckuit
orBeT komOuHammu napatymymaba u VCD Obu1 3nHauumo Beime (92% wu 77%,
COOTBETCTBEHHO). Uepes 6 MecsI1eB OpraHHbIi OTBET Tak)Ke ObLI BhIIIE (cepaeunbiii: 42%

npotuB 22%, nouyeunslit: 53% npotus 24%, coorBercTBeHHO) [189, 190].

Takum obpazom, pactymias BoisBiasieMocTb AKMII yka3piBaeT Ha HEOOXOAUMOCTh
MPUCTAILHOTO BHUMaHMUS K JaHHOW Ho3ojoruu. AKMII mporekaeTr moj MHOTHUMH
KIIMHUYECKUMH MacKaMH, 4YTO B 3HAYUTEILHON MEpE 3aTPYIHAET JUArHOCTUKY U TpeOyeT
ocoboit HacTtopoxeHHocTH. W3ydenue ocoOeHHocteir TedeHuss AKMIT mo3BoiuT
ONPEAEIUTH KIIFOUEBBIC MPU3HAKU U1 PAHHETO BBIABJIEHUS aMHJIOWI03a CEpALla U €T0

TUIIMPOBAHMHA.
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He MeHee BaXHBIM SBISETCS BOIIPOC CONPOBOAMUTENBHOM Tepanuu. CoBpeMeHHas
IIaTOre€HETUYECKas Tepanus, JOCTYIHAs B PEaJIbHON KIIMHUYECKON IPAKTHUKE, ITO3BOJIIET
3ameuuTh mporpeccupoBanne AKMII, onnako He Bimser Ha CHOPMUPOBAHHBIC
aMWIOUJIHBIE JIENIO3UTHI M, KaK CIEACTBHE, HE CIIOCOOHA BOCCTAHOBUTH HAPYLICHHYIO
¢ynkuuto cepaua. HebGonpiime wuccienoBaHus AEMOHCTPUPYIOT MPOTUBOPEUHBBIE
pe3ynbTaThl OTHOCUTENBHO HazHaueHus Tepanuu XCH. [Ipeogonenue cTosp 3Ha4MMOro
npobsieMa B 3HaHUsAX oTHocuTenbHO Tepanuu XCH y nanuentoB ¢ AKMII no3sonur

YIy4qlIUuTb Ka4CCTBO OKa3bIBaeMOM MeI[HL[I/IHCKOﬁ ITIOMOIIH.
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I'maBa 2. MatepuaJibl M METOIBI.

2.1 KiimHu4eckasi XapakTepuCcTHKA NANMEHTOB
Pabota Oblna mpoBeneHa Ha 0a3ze Otnena 3a001€BaHUN MHOKapJa U CEpACYHON
HejocTaroyHocTd W OThena  paguoOHYKIMIHOM JMAarHOCTUKA W MO3UTPOHHO-
YMUCCUOHHOM ToMorpaduu HayyHo-UCClIeI0BATENBCKOTO HMHCTUTYTa KIMHUYECKON
kapauosiorun uM. A.JI. MsacuaukoBa ®I'BY «HMULIK um. ak. E.. YazoBa» Munsapasa

Poccun.

[IpoTokon uccinenoBanus ObLT 0700peH He3aBUCHMBIM ATHYECKMM KOMHUTETOM
kinHu4deckux uccaenopanu @I'bY "HMUILIK um. ak. E.W. Hazosa" Munszapasa Poccun

(rHomep niporokosia Ne294 ot 30 oktsi6pst 2023 rona).

Bcero B ucciaenoBanue ObUI0 BKIIIOUEHO 218 marueHToB, HanpaBieHHBIX B PI'BY
«HMUIK um. ak. E.M. YazoBa» MunzapaBa Poccuu ¢ MoJ03peHUEM Ha HAJIMYME
AKMII. Bce nanueHTsl 00CI€10BaHbl COTJIACHO JIEUCTBYIONIEMY KaCKaJHOMY aJITOPUTMY
nuarHoctukn AKMIIL. ¥V 110 nanmentoB mnoarBepxkaeH auarHo3 AKMIL, y 108
namueHToB nuario3 AKMII moctoBepHo uckmtou€H. CpeaHuil BO3pacT MAlMEHTOB
coctaBuia 66,5+13,2 net; 95% JAU: 64,8 — 68,3. Cpeau BKIIOUEHHBIX B MCCJICIOBAHUE
naieHToB 123 myxxuunsl (56,4%) u 95 xenmms (43,6%). Knnauko-nemorpaduieckas

XapaKTEePUCTUKA BCEX MAMEHTOB MpejicTaBieHa B Tadmnuie 1.

Tabomuma 1. Knunuko-nemorpaduueckas XapakTEpUCTHKa BCEX MALMEHTOB,

BKJIFOUYCHHBIX B UCCIICAOBAHUC

XapakTepuCcTHKHU Bce nanmeHThI
N=218
Bo3spacT, noyiHbIX €T 66,5+13,2;
M=SD; 95% U 64,8 — 68,3
[Tomn, abe. (%) MYKCKOH 123 (56,4)
KCHCKUH 95 (43,6)
AprepuanbHas runeprensus, adc. (%) 127 (58,3)
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[Iponomkenne Tabnuip 1

XapakTepucTuku Bce manueHThI
N=218
Wimemuueckas Ooyie3Hb cepjna, adc. 41 (18,8)
(%)
AHTHOIUIACTHKA CO CTEHTHUPOBAaHUEM 16 (7,3)

KOPOHAPHBIX apTepuid, adc. (%)

CaxapHnsrif muaber, abce. (%) 78 (35,8)

XpoHuueckas cepleyuHast 197 (90,4)

HEJI0CTaTOYHOCTh, abc. (%)

Hapymenwns putma cepama, ade. (%) 140 (64,2)
Hapymienuss nmpoBOAMMOCTH — CepAla, 113 (51,8)
aoc. (%)

UMT, xr/m? 25,7

Me [IQR] [22,3 —31,5]

NMT — uHnekc maccel Teja

2.2 MarepuaJibl 4 AM3aiiH UCCJICIOBAHMS

HaHHOG HCCICAOBAHUC COCTOAIO0 U3 ABYX 3TAIIOB.

2.2.1 IlepBast 4acTh padoThI — 00CEPBALMOHHOE OMHUCATEIbHOE UCCIEIOBAHNE

Kpurepuu BriaroyeHus:
1. Bospact 60apHBIX cTapiie 18 nerT.
2. lloanucanHoe TANUMEHTOM HHMOPMUPOBaAHHOE corjacue o0 y4yacTuu B
VCCIIEIOBAHNH.
3. AMunoumHas KapJAHMOMHOMATHS, CUCTEMHBIN aMUJIOWUI03 C TOPAKEHUEM Ceplla,
noATBepxkAcHHbIe MaHHBIMU OxoKI' w/mmum MPT cepama ¢ KoHTpacTUpOBaHUEM

ragjoJImMHuCM
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4. IlanueHTsl, HampaBlI€HHbIE C I[OJO3PEHHEM HA HAIUYUE  AMUIIOUJHOU
KApAMOMHOINIATUH, C  JOCTOBEPHO  MCKJIIOYEHHBIM  JIHArHO30M  aMUJIOHUJIHOMN
99m
KapJAMOMHUOIIATUN U HETaTUBHBIM PE3yJbTaTOM CUMHTUTpaduu Muokapnaa ¢ " 1c-PYP
COCTaBWJIM TPYIILy CPaBHEHUS I pealu3aliy 33aJaud 10 OLEHKE creuu(UIHOCTU U
YYBCTBUTEIBHOCTH PaJMONU30TONHBIX NAPAMETPOB OTHOCUTEIBHO KOMILJIEKCA KIMHHUKO-

J'Ia60paTOpHBIX JaHHBIX.

Kpurtepun uckiarovyenus:
1. OrcyrcTBUE€ BO3MOKHOCTH HPOJODKUTH MPOBEACHHE BCEX MEPONPUATHH,
3aIUTAHMPOBAHHBIX B JAHHOM HMCCIIEIOBAHUU CO CTOPOHBI OOJIBHOTO.
2. XKenanue 601bHOTO JOOPOBOJIBHO MPEKPATHTH YUaCTHE B UCCICAOBAHUU.

3. PazBuTHe HenepeHOCUMBIX TOOOYHBIX A(P(HEKTOB.

beuto BkmroueHo 110 manmentoB ¢ numarHozom AKMII, npoxomuBmimx Kak
CTal[MOHAPHOE JIeYeHWE, TaKk W HaOmoJaBIIMXCS B aMOyinatopHoM mopsnake. Bce
YYaCTHUKHU ObUTM MH(POPMHUPOBAHBI O XOJI€ UCCJIEIOBaHUs 0 BKIIOYEHHUS, Y BCEX OBLIO

MOJTy4€HO TMCbMEHHOE JOOPOBOIEHOE MH(OOPMHUPOBAHHOE COTJIACHE.

[TpoBomgmics cObop »xamob, aHamMHe3a KU3HU M 3a00JeBaHUs, (PU3HKAIbHBIN
OCMOTp, BKJIIOUABIIMM OILICHKY KJIMHHYECKOTO craryca. [IpoBoaunuce nabopaTtopHbie,
WHCTpYMEHTAJIbHBIE HccaenoBanus, BkiaoudaBime OIKI, XM-OKI, 3OxoKI, mnpu

Heobxoaumoctu - MPT cepilia ¢ KOHTPaCTHBIM YCUIICHHEM.

C uenvto nuddepenunanbHo guarHoctuku TunoB AKMII npoBoaunack
cuuaTUrpadgus Muokapaa ¢ "Tc-PYP cornacHo mpoTokosy, yCTaHOBJIEHHOMY Ha Oase
OI'bY «HMUIK wum. ak. E.M. YazoBa» MunsapaBa Poccun. OuenuBanach
CreU(PUIHOCT, M UYYBCTBUTEIBLHOCTH PAIUOU3OTOINHBIX IMapaMETPOB OTHOCHUTEIBLHO
KOMITJIEKCA KJIMHUKO-JIA00pAaTOPHBIX JaHHBIX, JJIA peaju3allid dTOM 3amadyu Oblia
chopMHpoBaHa KOHTPOJbHAs Tpynmna u3 108 ManueHToB ¢ HEraTUBHBIM PE3YJIHTATOM

¥MTc -PYP
CIMHTUTpadur MUOKapIa ¢ c , KOTOpBIE HAMPABJSUIUCH B CBSI3U C MOJI03PEHUEM

Ha Hammuue AKMII u nuarnos ObUT TIOCTOBEPHO MCKITFOUEH.
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B cmnenmanu3upoBaHHBIX ~— 3KCHEPTHBIX  YUPEKACHHUSIX  IPOBOAUIIOCH
UMMYHOXHMHYECKOE HCCIIEIOBAHUE CBHIBOPOTKM KPOBH M MOYHM C KOJMYECTBEHHBIM
OTIpe/IeTICHUEM KOHIIEHTPALMK CBOOOIHBIX JIETKUX LIETIeH, MOJIEKYIISIPHO-TEHETUYECKOE
UCCIJIEJOBAaHHUE I BBISBICHMS MTATOTEHHBIX U YCIOBHO-NIATOT€HHBIX MYTAlUil B I'€HE
TTR, wmacc-ciektpomerpusi. Ilpu Hamuuuum TOKa3aHUW MPOBOAUIACH OHMOICHUS
NOPaKEHHOI'O OPTaHOB C MOCIEAYIOIINM THCTOJIOTUYECKUM U UMMYHOTMCTOXUMHUYECKUM
uccienoBanreM OuonrtaroB. [lokazaHUsIMU K OMOIICHU MOPAKEHHOI'O OpraHa SIBUJINCH!
COMHUTEJIbHBIE KIMHUKO-IUAarHOCTUYECKHE JIaHHbIEC, HE MO3BOJISIOLIME JOCTOBEPHO
NOATBEPIUTh JMAarHo3 aMUJIOWI03a CEpAlLA; COYETAHHE KIMHUKO-IUArHOCTHYECKHUX

JTAHHBIX HeCKOJILKUX TUoB AKMII.

OnennBanach MEPEHOCHMOCTh TPYyNI NPenaparoB, NPUMEHSEMBIX B LEIAX
tepanuu XCH. CornacHo pe3ynpTaTam 00ciae10BaHus MaleHTaM Obljia peKOMEHI0BaHa

naroreHernyeckas tepanus AKMIL.

Cpok HaOmroAeHHs cocTaBIII 12 MecsleB, 10 UCTEUEHUU KOTOPOro BCE MAIlUEHThI
ObLIM TPUTJAIIeHbl JJI1 MOBTOPHOIO OYHOTO BHU3HUTA, NMPU HEBO3MOXKHOCTU OYHOIO
BU3UTAa coBepluajics TeneoHHbId 3BOHOK. Yepe3 12 MecsleB oOlieHUBajIach
MIEPEHOCUMOCTh cuMnTomMaTnyeckor Ttepanuu XCH W NaTOreHEeTHYECKOW TEeparnH.
OueHnBanach 4aCTOTa MOBTOPHBIX TOCIUTAIN3ALNAN B CTAIMOHAP B CBA3U C CEPACYHO-
COCYIMCTBIMM NPUYMHAMH, HAJIUYUE CEPAECYHO-COCYIUCTBIX COOBITHHM 3a mepuon

HAOJIFOIECHUS.

2.2.2 Bropasi yacTb padoThl - 0JHOLIEHTPOBOE MUJIOTHOE MPOCIIEKTUBHOE
PAHAOMM3MPOBAHHOE KIMHUYECKOE HCCIIeI0BAHNE
Kpurepuu BriovyeHust

1. Bospact 60abHBIX cTapiie 18 ner.

2. llopmucanHoe marueHTOM WH(POPMUpPOBAaHHOE corjlacue o0 ydJacTHH B
UCCJIEIOBAHUH.

3. AmwiouaHas KapJUOMHOMNATHsI, CUCTEMHBIA aMUJIOUIO03 C IMOpPaKEHUEM ceplia,
noarBepkaeHHbie  JaHHBIME  OXOKIT w/mmm MPT cepama ¢ koHTpacTHpoBaHHEM

TraJI0OJIUHUEM
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4. XpoHMYecKas cepJieuHasi HeJJOCTaTOYHOCTb, IIOATBEPIKICHHAS TIOBBIIICHHUEM YPOBHS
NT-pro-BNP>300 rir/mn i BNP >100 nr/mu.

5. OrcytcTBUE IpOTHBOIIOKa3aHui k Ha3HaueHuro nHI'KT-2.

Kpurtepum nckinrovyenus:
1. OtcyrcTBHE BO3MOXKHOCTH MPOAOKUTH IMPOBEIACHUE BCEX MEPONPHUATHH,
3aIJTAaHUPOBAHHBIX B JAHHOM HMCCIIEIOBAHUU CO CTOPOHBI OOJIBHOTO.
2. XKenanue 601bHOTO JOOPOBOJILHO MPEKPATUTh YUYaCTUE B UCCIICAOBAHUU.

3. PazBuTHe HenepeHOCUMBIX MTOOOYHBIX AP (DHEKTOB.

Bropas dacte pabOTBI - OJHOIIGHTPOBOE MIJIOTHOE IMPOCHEKTUBHOE
PaHIOMHU3UPOBAHHOE KJIMHUYECKOE HCCIEJOBaHUE, IEJbI0 KOTOPOTO  CIIYXKHUJIO
onpeneneare 3pPexTuBHOCTH M Oe3omacHocTH paHHero HazHaueHwss WHI'KT-2 y

IIaImMCHTOB C XCH, paBBHBIHeﬁCH BCJICACTBHUC aMHUJIOUJIHOI'O IIOPAKCHUSA CCpALa.

Bxitoueno 50 mamueHnToB ¢ paznuuHbiMu TUnamMu AKMII, BHe 3aBUCMMOCTH OT
Oenka-mipeAliecTBeHHUKa  amuionaa, ¢ sBiaeHusimu  XCH.  HccnepoBanue

3apeructpupoBano Ha pecypce ClinicalTrials.gov - ID NCT05795400.

[TauueHTh! ObUTH PaHAOMU3UPOBAHBI B JIBE TPYIIIbI B cCOOTHOLIEHUH 1:1. B rpynmne
1 (n=25) k GasucHo# Tepanuu ObuT g00aBieH npuemM HHI'KT-2. Bee yyactHuku Obun
MH()OPMUPOBAHBI O HEOOXOAMMOCTU COOJIOJEHUS MEp JIMYHOW TMTMEHbl NPU MpUEME
uHI'KT-2 u mnoreHuuanbHbIX TOOOYHBIX 3(@eKkTax B BHUJIC TMOBBIIIEHHOTO pHCKa
pa3BuTHs MoueBoW HHpexkuuu. B rpynme 2 (N=25) mauMeHTbl MOJy4Yald TOJIbKO
0asucHyro Tepanuto. K 6a3ucHoil Tepanuu OTHOCUIIMCH TeTiieBbie nuypeTtuku, AMKP,
BAB, nAIl®. uHI'KT-2 Ha3Hauanuch B MEpBbIC Yachl TOCHUTAIM3ALMM TallMCHTa B
CTalMoHap J1M00 Ha aMOyJIaTOPHOM BUBHTE.

Cpok HaOI0IeH!s TAIlIEHTOB COCTaBMII 6 MECSIEB, IO UCTEYEHUH KOTOPOTO BCe
NAlMEHThl MPUIIAIIAIUCE JUIsI TOBTOPHOTO OYHOIO BH3UTA. MCXOOHO HAa MOMEHT
BKJIIOYEHHS] B HMCCIIEJOBAaHUE U 4yepe3 6 MecsleB HAOMI0JIeHUs OIEHUBAJICS KIMHUKO-

GyHKIMOHATIBHBIA ~ CTaTyC, TMPOBOAWIMCH  JIAOOpATOPHBIC  HCCICIOBAHUS |
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axoKapauorpadus. OneHka KIMHUKO-(DYHKIIMOHAIBHOTO CTaryca BKIIOYalia
npoBeneane TO6MX, Taxke oneHuBaiics ¢yHkunuoHanbHBIM Kiace XCH (OK XCH),
BBIPAKEHHOCTh OJBIIIKU MO IIKaje bopra, KIMHUYECKOE COCTOSIHUE COTJIACHO IIKalle
ornieHku kinuHu4eckoro coctrosinug (LHOKC), xayecTBO >KM3HU COIVIACHO OMPOCHUKY
MunHecoTcKoro YHHBepcuTeTa crienuanbHo 11 0obHbIX XCH (The Minnesota Living
with Heart Failure Questionnaire, MLHFQ). Kpome Toro, uepe3 6 MecsiieB OLICHUBAINChH
4acTOTa MOBTOPHBIX TOCHUTANM3alUi MO MoBoAy aAckoMmreHcauu XCH, nanmuune
CEPIECUYHO-COCYANCTHIX COOBITHIA 3a TIEPHUO] HAOJIIOICHUS.

[Tonubli 1U3aifH UcceloBaHus NpeAcTaBieH Ha Pucynke 4.

Bce nauumeHTbI €
nopo3peHnem Ha AKMI
N=218

O6cneposaHue COrNacHO KaCKagHOMy
A/ITOPUTMY AMarHoCcTUMKN AKMI

50 naumerToB ¢ XCH Ha ¢poHe AKMI, paHaomuzauma 1:1

lpynna lpynna
nauneHTos be3 NaLMEHTOB C

ARKMI ARKMI

n=108 n=108

lpynna npuema Mpynna 6e3
MHIKT-2 WHIKT-2
n=25 n=25

6 mecaues HabnrogeHua

MBVHEHHE K/IMHWYECKUX OCODBEHHOCTEN TEYEHUA

AKMII, pa 1 ANArHOCTUKN

OueHKa 3¢ PeKTUBHOCTU U

6e30nacHOCTU TEpanUn, HaIMYKA
CEpAEYHO-COCYAUCTbIX COBLITH

12 mecAueB HabnwoageHua

OueHKa HaIMYKMA cepaeyYHO-COCYyAMUCTbIX
cobbITUin, NnepeHocMmocTb Tepanuu XCH

PucyHnoxk 4. JIuzaitn ucciienoBaHus

2.3 MeToabl HccaeI0BAHUSA

2.3.1 KiuHuKO0-PyHKIMOHAJIBbHBIN CTATYC
Ha o»rame BxiIO4YeHWS B HCCICAOBAHHMS BCEM TMAIlMEHTaM IPOBOJIUIOCH
CcTaHJapTHOE oOcienoBaHue: cOop kano0, aHaMHe3a KU3HU U 3a00JIeBaHUsI, CEMEHHOTO
aHaMHe3a, (U3UKAIBHBIA OCMOTp, BKJIIOYABIIMK OIEHKY YaCTOThI CEPIACYHBIX

cokpamnieHuii, AJl, olleHKy HaTu4usg HEBPOJIOTUUYECKUX MPOSIBIICHUM.
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OueHka ToJEpaHTHOCTH K (pusmueckum Harpy3kam ¢ omnpeneneHuem GK XCH
MPOBOAWIACH COTJacHO JAeicTByromuM pekomeHpanusm no XCH u T6MX
(ITpunosxxenwne 1). BeipakeHHOCTH OABIIIKH OTICHUBATIACH COTJIACHO MOAU(MUITUPOBAHHOM
mkane bopra, auama3zoH 3HaueHuit koTopoi coctaBiser oT 0 (Her onpimku) g0 10
(makcumanwHas oxsiiika) (IIpunoxenue 2). Tsokects XCH omnpenensiach COTNIaCHO
mkane oueHku kiauHudeckoro coctostHus (LLIOKC), ocHoBanHo#t Ha onenke 10
MPU3HAKOB, CyMMa OaJlJIoOB KOTOPBIX COOTBeTCTBYeT Tomy win uHomy DK XCH
(ITpunoxxenne 3). [lns OLIEHKM KayecTBa JKU3HU B HCCICIOBAHUM TAlUCHTHI
caMoCTOATeNbHO 3anoiHsui  onpocHUK MLHFQ, cocrosmero wu3 21 Bompoca
(ITpunoxxenue 4). Pe3ynbrar ObUT MHTEPIPETUPOBAH HA OCHOBAHUU MTOTOBOW CYyMMBI

OasioB, rae 0osee BICOKHM 0asul COOTBETCTBOBAJ XYALLIEMY Kauy€CTBY KH3HHU.

2.3.2 JlabopaTopHasi IMATHOCTHKA

3a00p KpOBHM OCYILIECTBISUICS B paHHUE YTPEHHUE 4Yachl Haromak. Bcem
NareHTaM MPOBOAWINCH PYTHHHBIC JIabopaTOpHBIE HCCIEAOBAaHUA: OOIIMI aHaU3
KpOBH, OHOXMMHUYECKHMN aHaIU3 KpOBHU, OOUIMN aHAlM3 MOYHM C OIpPEICICHUEM
nporeuHypur. B nensax aumarsoctukn AKMII Bcem mnamumeHTam OCyHIECTBIISIIACH
KOJINYECTBEHHOE ONPEIECIICHUE NT-proBNP 151 B/4 TPOITOHWHA
3JIEKTPOXEMUTFOHUCIIEHTHBIM CIIOCOOOM C MCIOJIb30BaHWeM HabopoB Troponin THS u
proBNP Il na aBToMaTnueckom ananuzatope Cobas e411 (Roche, lIsetinapust). YpoBeHb
NT-proBNP > 125 nr/mn cuutancst KputepueM HaJudusi CepJeYHON HEJ0CTaTOYHOCTU
COTJIaCHO IEUCTBYIOIIMM KIMHUYECKUM pekoMeHaanusM. KoHienTpaus B/4 TporoHuHA

>34,2 nr/mi cuuTanach NOJ0KUTEIbHBIM PE3YJIbTaTOM.

CK® Bpruncisiach Ha OCHOBAHWM IIJIA3MEHHOM KOHILICHTPAlUM KpPEaTMHHUHA TI0

dopmyse CKD-EPI (Chronic Kidney Disease Epidemiology Collaboration).

2.3.3 UHCcTpyMeHTAJIbHASA INATHOCTHKA
OKT perucrpupoBanach Ha 12-kanansHoM npudope Cardiovit AT-2 Plus (Schiller,
[IBeiiniapusi) B MOKOE B TOPU30OHTAILHOM MOJI0KEHUHU IPU CBOOOIHOM JBIXaHHUH, a TAKKE
Ha Baoxe. Kaxxnas OKI' umeetr npoaoikuTenbHOCTh 10 ¢, yacToTa IUCKpPETU3AIUN

500 I', nmana3on curHana -7/,4—7,4 MB mo kaxaoMy OTBEICHHIO, Pa3psAIHOCTH
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16 Out, B 3amucsax coxpaHeHbl He3zaBucuMmble otBeaeHus I, II, Vi-Ve.
AHATU3UPOBAJICS CEPACUYHBIN PUTM, HAJTUYWE HAPYIICHUH PUTMA M TPOBOJUMOCTH,

BOJbTaX KoMmIIekcoB QRS, Hanuuue pyOIIOBBIX U3MEHEHHUIA.

TpancropakaneHas OxoKI' mpoBoawiiack BceM MMALMEHTaM C HMPUMEHEHUEM
AKCIEPTHOM cucTteMbl ynbTpa3BykoBoil guarHoctuku «Vivid E9» (GE Health Care,
CIIIA), ocHameHHOW 3JIEKTpOHHBIM JardukoM MS5S-D. IlpoTtokon wuccnenoBaHUs
COOTBETCTBOBAJI AKTYyaJIbHBIM KJIMHUYECKUM PEKOMEHJAIMSM, BKJIIOYal OCHOBHBIC
OxoKI' noszumuu, M- u B-pexum, pomnmeporpaduio, IBETHOE JOMILIEPOBCKOE
kaptupoBanue ¢ ODKI'-cuHxpoHu3zanueil s onpeneneHust (pasbl CeplIeyHOro IUKIIA.
OuennBanuck crannaptaeie napamerpsl: @B JDK, paccuntannas no merogy CuMIicoHa,
pasMepsbl JIEBOro xemyaouka, TtoimmHa MIKII m 3aHEll CTEHKH JIEBOTO KEIyAOYKa
(3CJI)K), cucronuueckoe aapieHue B jerouHor aprepuu (CJIJIA). Becem marmuentam
OLICHUBAJIACh T€MOJMHAMUYECKasi 3HAYMMOCTh KIIAMAHHBIX PETypruTanuii, NTpU3HAKU
AC. OuieHka AMacTOJIMYECKON (DYHKIIMU MPOBOJIUIIACH B PEKUME UMITYJILCHO-BOJTHOBOM
nomnruieporpaduu ¢ ONpeeJICHUEM MapaMeTPOB TPAHCMUTPAIBHOIO MOTOKA, a TaKkKe
METO/JIOM TKAaHEBOM MHOKapAHalbHOM jaomnmieporpaguu. BceM mnmanMeHTaMm Takxke
npoBoAWIach creki-TpekuHr OxoKI, B Xxoae KOTOopol oIlleHHMBaach TIoOanbHAas
poJloyibHAsT ehopmalusi JIEBOTO >KEIyJo4ka C oToOpaxeHueM 17 CErMEHTOB U

ornpeneneHnemM narrepua nsmenenus GLS.

Cuunturpaguio Muokapaa ¢ 2MTc-PYP mnpoBomunu Ha 0JHO(GOTOHHOM
smuccuoHHoMm Tomorpade Philips BrightView XCT (Hunepmanne) ¢ LEHR-
KOJUIMMAaTopaMu U 1ockonanenbHor KT-moacucreMon B IJIlaHapHOM PEKUME U PEKUME
OOKT/KT. IlnanapHoe u Tomorpaduyeckoe MCClIeOBaHUS BBIMOJIHSAIN yepe3 3 yaca
nociie uabekiu PDIT aktuBHOcThIO 20 MKu. IlnanapHoe uccienoBaHue BKIIOYAIO
3aMuch MepeAHei npoekuuii ¢ HabopoM 1 MIIH uMITyIbCOB B MaTpuily 128x128 npu 3yme
1,46. OOKT npoBoammu 6e3 IKI'-cunxponuzaruu B 64 (32x2) npoekmusax mo 30 ¢ mpu
syme 1,85. PekoHCTpyKIuio U 00pab0OTKy MPOEKIIMA BBITIOJHSIIN B MPOTPAMMHOM MTaKeTe

Cedars-Sinai AutoSPECT u QPS/QGS c¢ urepatuBHbIM asiroputMomM Astonish.
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2.4 CTaTHCTHYECKUHA aHAJIU3 TAHHBIX

CraTucTuyeckuil aHanu3 BBIIOJHSJICA C HCHOJB30BAHUEM IPOrPAMMHOIO
obecrieuennss IBM SPSS Statistics 26. KadecTBeHHbIE BETUYMHBI TPECTABICHBI KaK
abcooTHBIE 3HaUeHus 1 poleHThI. C nomoinbio kpurepus Lllanupo-Yunka (N <50) unu
Konmoroposa-CmupnoBa (nN>50) oIleHMBAIOCh COOTBETCTBUE KOJIMYECTBEHHBIX
NoKaszaTelield  HOpMaJbHOMY  pacnpeneneHuto.  KonnuecTBeHHbIE — MOKa3aTenu
OMKCHIBAJIUCH C TMOMOIIBIO CpeAHUX apudmerudyeckux BeauyuH (M), cTaHIapTHBIX
oTkJaoHeHuM (SD) mpu HOpManbHOM pacHpeicsieHUH C COOTBETCTBYHOIUM 95%
JIOBEpUTENIbHBIM HMHTEPBAJIOM, U C IMOMOILIbI0 Meauansl (Me) ¢ MeXKBapTHIBHBIM
paszmaxoM (IQR) mpu HeHopmanbHOM. CpaBHEHHE TPYII MO KOJIMYECTBEHHOMY
MOKAa3aTelll0, UMEIOIEMY HOPMAJIbHOE PACHpPEEICHUE, BBINOIHAIOCh C TPUMEHEHUEM
Merona t-kpurepus CTbrofIeHTa JIJ1s1 HE3aBUCUMBIX COBOKYITHOCTEM, TApHOTO t-KpuTepus
JUTs1 3aBUCUMBIX. CpaBHEHHE TPy 110 KOJIMYECTBEHHOMY ITOKA3aTEN0 C HEHOPMAaJIbHBIM
pacnpeieIEHUEM BBIMOJIHSIOCH C TOMOIIBIO KpuTepusi ManHa-YUTHH 1Sl HE3aBUCUMBIX
COBOKYITHOCTEH, KpHUTEpUs YWIKOKCOHA JUIsI 3aBUCUMBIX. AHAJIM3 KAauyeCTBEHHBIX
nokaszareyied Il  OLEHKH HE3aBUCHUMBIX COBOKYMHOCTEM  OCYIIECTBISUICS C
UCIIOJIb30BaHUEM Kputepus xu-kBagpara (X?) Ilupcona, 1uis OLIGHKM 3aBUCHUMBIX
coBokymHocTeld — Tecta MakHemapa. KoppensiimoHHblii aHann3 ObUT BBITIOJHEH C
NOMOILBIO K03 duLMeHTa paHroBoil koppensiiuu CnupMeHa ¢ y4eTOM paclpeeieHus,
OTJIMYHOTO OT HOPMAJIBHOTO. J[JI1 OEHKH TMArHOCTUYECKOW 3HAYMMOCTH M OTPE3HBIX
3HAYEHU U NPeIUKTOPOB NpuMeHsicss ROC-ananu3. AHaIN3 BBDKUBAEMOCTH IPOU3BEICH
Metoaom Kamnana-Maiiepa. Ornenka 3aBucumoctu Hannuust AKMIT u ATTR-AKMIT ot
psiia mapaMeTpoB BBINOJIHEHA NMPHU MOMOLIM OMHAPHOM JIOTMCTUYECKOM perpeccuu ¢
pacueroM oTHomeHus: 1maHcoB (OIl) m coorBercTByrOmuMx 95% a0BEpUTEIBLHBIX
WHTEPBAJIOB.

CTaTUCTUYECKU 3HAYMMBIMM PA3JInuUs CYUTAUCH TpU 3HaYeHuu p<0,05.
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I'naBa 3. Pe3yabTaThl Hcc/Ie10BAaHUSA

3.1 Knuunyeckue ocodenHocTu TeueHuss AKMII
Bcero B uccnenoBanue BkiatodeHs! 110 manueHTOB ¢ YCTaHOBICHHBIM IUArHO30M
AKMII. V 61 naunuenrta tunupoBan AL-amunounos (55,5%), y 47 — ATTR-AKMII
(42,7%), y 2 nmauuentoB BbisBIeH AA-ammionso3 ¢ nopaxenuem cepauna (1,8%). B
MOCJIEYIOIIEM CTATUCTUYECKOM aHan3e 2 naueHTa ¢ ruarnoctupoannoil AA-AKMIT

HCKIIFOYCHEI.

Cpenn mamuentoB ¢ ATTR-AKMIT y 23 (48,9%) BbIsiBIIeH NATOTEHHBIN WA
YCJIIOBHO-TIATOTCHHBIM BapuaHT B TeHe [[R, Ha OCHOBaHMM YEro YCTAHOBJICH
HACJIEICTBEHHBIN TUIl 3a0oneBanus, y 24 (51,1%) ¢ y4eToM OTCYTCTBUSI MyTalliud ObLI
YCTAHOBJICH «IUKHI WM HEHAC/IeACTBEHHbBIN BapuaHT. Cpeau namenToB ¢ ATTRv 12
YEeJIOBEK HMMENU OTATOIICHHBIN ceMelHblii aHamMHe3 (Hamuuue sBiaeHud XCH wnwm
U3MEHEHUSI TOXOJKH, SBJICHUS TMOJMHEHPOINATUH), YTO TO3BOJMIO 3aroJI03pUTh
HACJICJICTBEHHYIO TMPHUPOIy 3abojeBaHus. B CTpyKType NATOTEHHBIX WM YCIOBHO-
MATOTCHHBIX BapHAHTOB HYKJICOTHIHBIX ITOCIEAOBATEILHOCTEH Tpeodmaman BapuaHT
p.Val30Met  (47,8%). CTpykTypa BBIABJACHHBIX BapHAHTOB  HYKJICOTHIHBIX

nocieaoBaTenbHoCcTeN B reHe T TR mpeacrtaBineHa Ha Pucynke 5.

p.Thr79Lys, 1

p.Phe53Leu, 1
p.lle127val, 1 "‘

p.Glu109Val, ‘
p. Arg5His, 1 .

p.Asp58Ala, 1

p.Val30Met; 11

p.Tyr89lle, 2

p.Alal01lval, 4

Pucynok 5. CrTpykTypa  BBISIBJIEHHBIX  BapHaHTOB  HYKJICOTHAHBIX

[ocJen0BaTeIbHOCTEN B reHe T IR
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MunumanbsHbli  Bo3pacT cpeau mnamueHtoB ¢ AKMII cocraBun 37 ner,
MakcuMalibHbI — 90 siet. Cpennuii Bo3pact naueHToB ¢ AKMII cocraBun 65,6 £ 11,1;
95% HOWN: 63,5 — 67,7 ner. CTpykTypa NAlUEHTOB IO BO3PACTHBIM KAaTETOPHUSIM
npenacraBieHa Ha Pucynke 6. ['eHIepHO-BO3pACTHBIE XapaKTEPUCTUKW TMAIMEHTOB C
paznmuunbiMu TuniamMu AKMII npencrasnenst B Tabnuiie 2a, 20.

60

50

40

30
20 14 15

. | K
o mm__ —

40-49 net 50-59 net

o

49
28 28
21
14 14
I I I . 9
|
60-69 net 70-79 net Crapwe 80 net

HBcetvnol WAL EATTR

Pucynok 6. CTpykTypa NaleHTOB O BO3PACTHBIM KATETOPHSIM.

Tabumua 2a. ['ennepHO-BO3pacTHBIE XapaKTEPUCTUKH MAMEHTOB C Pa3JINYHbIMU

turtamu AKMII

Bce Tunnl AL ATTR PAL-ATTR
N=108 n=61 n=47

I[Ton  (xken. / wMyx.),|39(36,1)/ 29 (47,5)/ |10 (21,3%) 0,005*
abc. (%) 69 (63,9) 32 (52,5) 137 (78,7%)
Bo3pacr, ITOJTHBIX mer | 65,6+11,1; 61,9+9,8:; 71,249.9: <0,01*
M=SD; 95% AN 635-67,7 |594-644 | 683-74,1
Bo3spact manupecrammu | 62,5+10,9; 59,5+9,7; | 66,2+114; 0,001*
AKMII, MMOJIHBIX amer| 604-645 |57,1-62,0| 62,9 -69,6
M=SD; 95% 1
Bo3spacr nmoctaHoBku | 65,5+11,0; 61,3+9,9; | 71,0+10,0; <0,01*
muarHo3a AKMII, nmomaeix | 63,4-67,6 |58,7-63,8 | 68,1-74,0
JeT
MzSD; 95% A1
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Bce Tunbl AL ATTR PAL-ATTR
N=108 n=61 n=47
Bpemennas pazHuiia mexmay 2,0 1,0 3,0 <0,01*
manugecrammert AKMIT wu| [1,0-4,0] [0,7-2,0] | [1,8-6,0]
TIOCTaHOBKOM JMarHo3a,
TIOJTHBIX Jer
Me [IQR]

*TYT U 1ajiee — CTATUCTUYCCKU 3HaYnMble n3MeHeHus npu P<0,05;

AKMII — amunonaHast KapIHOMUOTIATUSA

Tabumua 20. ['enaepHO-BO3paCTHBIE XapAKTEPUCTUKU MALMEHTOB C Pa3JINYHBIMU

noarunaMu ATTR-AKMII B 3aBUCUMOCTH OT ITOATHIIA

ATTRw ATTRv p
n=24 n=23
[Ton  (xen./myxk.), aoc. (%) 4(16,7)/ 6 (26,1) / 0,49
37 (78,7) 17 (73,9)
Bo3spact, noJiHbIX JeT 77,0+8,3; 65,1+7,7; <0,01*
M=SD; 95% AU 73,5-80,5 61,8 — 68,4
Bo3spact manudecranmun AKMII, 72,1+10,1; 60,0+9,3; <0,01*
MOJTHBIX JIET 67,9-764 56,0 — 64,1
M=SD; 95% A1
Bo3pacT nocTaHOBKM AMarHosa 76,918 4; 64,9+7.8; <0,01*
AKMII, noaHpIX neT 73,3-80,4 61,6 — 68,3
M=SD; 95% AU
Bpemennas pa3HUIIA MEXKTY 3,5 3,0 <0,01*
MaHH(peCTalHEeH AKMII u [1,5-5,5] [1,8-7,0]
MOCTAaHOBKOHM JMarHo3a, MoJIHbIX JIEeT
Me [IQR]

AKMII — amunionHast KapAuOMHONIATHS
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B 6onbmnncTBe cinyyaeB AKMII ne6rotupoana B Buge sisiaeHuit XCH (57,4%), y
4acTU OOJIbHBIX B J1e0r0TE€ HAOIIOMAMCh HAPYIICHHUS PUTMa U MPOBOJAMMOCTU CEpIia
(20,4%), pexe manudecTanus MPOU3ONUIA B BHUAC HEBPOJOTUYECKUX IPOSBICHHUM

(16,7%), y 5,6% nepBpIMH NPU3HAKAMU SBUJIOCH MTOPAKEHUE MTOYECK.

I[Io wmepe mnporpeccupoBanusi AKMII yBenuumnach 1011 MalMEHTOB C
npeobnaganreM KapauanbHoro mnopaxkenus (XCH — 74,1%, napymieHuss putMa H
npoBOaUMOCTH - 7,4%), HEBPOJOTMYECKUE KaJoObl SIBUIUCH Beaymumu B 16,7%
ciydaeB, y 1,9% O0nbHBIX IpEeBAMPOBAJIO MOPAKEHHE MOYEK. XapaKTepuCcTHKa Je0roTa
3a00s1eBaHUs U PE00JIaJAIOIIEr0 KIMHUYECKOTO TeYeHUS TPHU pa3nudHbix Tunax AKMIT

npezacTaBieHa B Tabnuie 3a, 36.

Tab6auma 3a. Xapaktepuctuka neOroTa 3a0oJieBaHMsI U TPEoOIaaroIIMX

KJIIMHUYECKUX SBJICHUHN NPH pa3nuyHbiX TUax AKMII

IIposiBiieHus AL ATTR p
n=61 n=47
Jle0roT 3200/1€BaHMsI

XpoHHYecKas cepacuHast 43 (70,5) 19 (40,4) 0,002*
HEJIOCTATOYHOCTH, abc¢. (%)
Hapyenus puTMa U 8 (13,1) 14 (29,8) 0,033*
MIPOBOJIMMOCTH cepra, ade. (%)
HeBponorudeckue  MpOSIBICHHUS, 5(8,2) 13 (27,7) 0,007*
abc. (%)
[Topaxenwue mouek, ade. (%) 5(8,2) 1(2,1) 0,05

IIposiBiieHus IIpeobsiaganue B KIIMHUKE
XpoHndecKas cepacUHast 50 (82,0) 30 (63,8) 0,033*
HEJI0CTaTOYHOCTh, a0c. (%)
Hapyienust puTMa u 5(8,2) 3(6,4) 0,08

IIPOBOJAMMOCTH cepara, ade. (%)
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IIposiBnenus AL ATTR p
n=61 n=47
IIpeodananue B KIMHUKE
Hesposorudeckue mposiBieHus, adc. 4 (6,6) 14 (29,8) | 0,001*
(%)
[Topaxenwue mouek, ade. (%) 2 (3,3) 0 (0,0) 0,06

Tab6auma 36. Xapakrepuctuka neOroTa 3a0oJieBaHMsI U TPEoOIaaroIIMX

KJIIMHWYECKUX SIBJIEHUH NTpH pazinyHbiX noatunax ATTR-AKMII

IIposiBnenus ATTRw ATTRv p
n=24 n=23
Jle0roT 3a00/1€BaHusI
XpoHuYecKas cepaeTHast 8 (33,3) 11 (47,8) 0,07
HEJIOCTaTOYHOCTh, a0c. (%)
Hapyrenus puTMa u 11 (45,8) 3(13,0) 0,014*
MIPOBOJIMMOCTH cepria, ade. (%)
Hesposorndyeckue  mposiBICHHUS, 5(20,8) 9(39,2) 0,06
aoc. (%)
[Topaxenwue mouek, ade. (%) 0 (0,0) 0 (0,0) 1
IIposiBienus ATTRw ATTRv p
n=24 n=23
IIpeobnananue B KIMHUKE
XpoHuYecKas cepieyHast 20 (83,3) 10 (43,5) 0,004*
HEJIOCTaTOYHOCTH, abc. (%)
Hapymenust puTMa u 2 (8,3) 1(4,3) 0,05
IIPOBOJUMOCTH cep/ra, ade. (%)




61

[Tponomxkenue Tadauibl 30

IIposiBrenus ATTRw ATTRv P
n=24 n=23
IIpeodiananue B KIMHUKE
HeBponoruueckue  IpOSBICHHS, 2 (8,3) 12 (52,2) 0,001*
aoc. (%)
[Topaxenwue mouek, ade. (%) 0 (0,0) 0(0,0) 1

[Ipoananu3upoBaHa YacToTa BCTPEYAEMOCTH KapJAUaJIbHBIX CHUMITOMOB MpHU
paznmuunbix TUnax AKMII. HaubGonee wacto BbeisBisuMCH oiblimika (98,1%), oOmias
cnadocth (90,7%), 50,0% mnanueHToB NpeAbABIsN *KanoObl Ha cumnTomHbie HPC
(Tabnuia 4a, 46). [Ipaktuuecku y Bcex nanueHToB ¢ AKMII 6buta quarnoctupopana CH
(95,4%), y OOnbIIMHCTBA MAIIMEHTOB HA MOMEHT BKJIFOUCHHS B MCCJICIOBAaHUE UMEHICH
MPU3HAKHU OCTPOM JleKoMIieHcaruu cepaeunoit Hepocratounoct (OJICH) mo Gonbiiomy
u/unm  MajoMmy Kpyry KpoBooOpamienus (79,6% wu  56,5%, COOTBETCTBEHHO).
Cratuctuyecku 3HaYMMBIX paszauuuid npu pasHeix thnax AKMII B oTHomenun
KapJualIbHBIX MPOSBICHUMN moixydeHo He Obuto. [Ipu cybananuze moarpynn ¢ ATTR-

AKMII cTatucTUYeCKH 3HAYUMBIX PA3JIUYMd HE BBISIBICHO, OJIHAKO y MHALMEHTOB C

ATTRw ormedanach TeHAeHIUs K Oojee udactoMmy BbIsiBieHHio npusHakoB OJICH

(p=0,07 u 0,11).

Tadamnua 4a. YactoTa BCTpeuaeMOCTH KapAHaIbHBIX CHMIITOMOB IPH Pa3IUYHBIX

tunax AKMII

Bce Tunbl AL ATTR PAL-ATTR
N=108 n=61 n=47
Onpimika, ade. (%) 106 (98,1) | 60(98,4) | 46 (97,9) 0,98
OG6imas cmabocts, ade. (%) 98 (90,7) 55(90,2) | 43(91,5) 0,92
Ilepebou B padote cepamua, ade. | 54 (50,0) 30(49,2) | 24(51,1) 0,58
(%)
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aoc¢. (%)

Bce Tunbl AL ATTR PAL-ATTR
N=108 n=61 n=47

HaBsmas Ooiap B obOmactu | 29 (26,9) 19 (31,1) | 10 (21,3) 0,15
cepaa, abde. (%)
Otekn HWKHUX KOHeuHocTeH, | 86 (79,6) 50 (82,0) | 36 (76,6) 0,71
a6c¢. (%)
Acnur, abc. (%) 13 (12,0) 9 (14,8) 4 (8,5) 0,55
Amnacapka, aoc. (%) 1(0,9) 1(2,1) 0 0,67
Pentrenonornueckne mnpusnaku | 61 (56,5) 37 (78,7) | 24 (51,1) 0,44
BEHO3HOTO 3aCTOS B MaJIOM KpyTe
KpoBooOparieHus, ade. (%)
XpoHHuYecKas cepneunas | 103 (95,4) | 58 (95,1) | 45 (95,7) 0,96
HEJI0CTaTOYHOCTh, abc. (%)
CuHkomnaibpHble cocTostHus, adbc. | 18 (16,7) 11 (18,0) | 7(14,9) 0,81
(%)
[IpencuHKONANBHBIE COCTOSHUS, 8 (7,4) 6 (9,8) 2 (4,6) 0,51

Tabuamnua 40. YactoTa BCTpe4yaeMOCTH KapAUAIbHBIX CHMIITOMOB IIPHU PA3IUYHBIX

noatumax AT TR-AKMII

ATTRw ATTRvV p
n=24 n=23
Onplika, ade. (%) 24 (100,0) 22 (95,6) 0,30
Cnabocts, abc. (%) 21 (87,5) 22 (95,6) 0,32
Ilepebou B pabote cepaiia, ade. (%) 14 (58,3) 13 (56,5) 0,31
Jassiinas 601 B 001actu cepaua, aobe. (%) 6 (25,0) 4 (17,4) 0,52
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ATTRw ATTRvV p
n=24 n=23

OTekn HIKHUX KOHEYHOCcTeH, abc.| 21 (87,5) 15 (65,2) 0,07
(%)
Acuur, abe. (%) 2 (8,3) 2(8,7) 0,97
Amnacapka, a6c. (%) 0 (0,0) 0 (0,0) -
PeHTreHonornyeckme npu3Haku | 15 (62,5) 9(39,1) 0,11
BEHO3HOIO 3aCTOSI B MajoM Kpyre
KpoBooOpartenus, adc. (%)
XpoHHYecKas cepaeunas | 23 (95,8) 22 (95,6) 0,98
HEJIOCTaTOYHOCTH, abc¢. (%)
CuHkonanbHbIe cocTosTHUS, a0C. (%) 3(12,5) 4 (17,4) 0,64
[TpencuHKONANBHBIE COCTOSIHUSA, a0cC. 1(4,2) 1(4,3) 0,98
(%)

Baxnoe 3Hauenue B guarHoctuke AKMII wuMeroT skcTpakapIUaibHbIC

IIPOABJICHUS.

OnHuUM 13 OpraHOB-MUIIIEHEH SIBJISIETCS HEPBHAsI CUCTEMa, Kak nepudepuueckas,
Tak u BeretatuBHas. [Ipusnaku nopaxxenus [IHC Bctpeuanucs y 62 nammentos (57,4%).
OCHOBHBIMH KJIMHUYECKUMH TTposiBlicHUsIMU BoBiieueHus [ITHC B amunonanelil ipouecc
ABJISUTUCH nonuHehponatus HuxHUX (40, 37,0%) w/unmu Bepxaux (26, 24,1%)
koHeyHoctent, CKK (19, 17,6%), cteno3 no3BonouHoro kanana (1, 0,9%). AmunounaHoe
nopaxenne ITHC Obuto Goitee xapakTepHo i narueHToB ¢ AT TR-AKMII (p=0,004).
OneHuBaNIOCh MOPaXXKEHHWE BEr€TaTHUBHONW HEPBHOW CHUCTEMbI, OCHOBHBIM MPOSBICHUEM
KOoTOporo Oblia croikas runoTonus (69, 63,9%). YpoeHnb cucroamdeckoro AJl Obun
3Haunmo Huxe pu AL-AKMII u coctaBui 96,0 [89,0 — 103,0] MM pT. CT. B CpaBHEHUH

¢ 105,0 [100,0 — 112,0] mm pr. cT. Ha hone AT TR-AKMII, p<0,001.
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Enie ogqHuM opraHoM-MUIIEHBIO MIPU aMUJIOK03€ SIBJISIOTCS TTOYKH, MOPaKEHHUE
JJAHHOTO OpraHa BBIBISUIOCH Yy OoJibIIMHCTBA manueHToB (81, 75,0%). Ilopaxenue
MOYEK BBIpaXasloch B Bume mnpoteuHypuu (54, 50,0%) nmmbo auarHoCTUpPOBANIACH
XpoHuYecKkas 0oJie3Hb MOYeK pasznuyHoi crenenu Tsokectd (51, 47,2%): 2 craguu —
17,6%, 3a ctaguu —43,1%, 36 ctaguu —27,5%, 4 craguu — 11,8%. [Ipu konmmuecTBEeHHOMN
OIICHKE MPOTEHHYPUU KOHIIEHTpalus O0eiaka B Mouye cocrapmia 0,18 [0,03 — 1,06] r/m.
[Ipu wammuum AL-AKMII naOmoganach CTaTUCTUYECKH 3HAYMMO BBIpAKEHHAs
nporeunypus 0,89 [0,15 — 2,23] r/n B cpaBaenuu ¢ 0,05 [0,03 — 0,15] r/n npu ATTR-
AKMII, p<0,001. Konnenrpanus kpearuHuHa coctaBmia 92,5 [71,2 - 115,5] MkMow/11,
pacuetHass CK®, onenennas no ¢opmyine CKD-EPI, cocraBmia 69,5 [49,5 — 88,0]
wi/mun/1,73m2. Pasnuums mpu pasaeix tumax AKMII craTucTHYecKH HE3HAuUMBI,

p=0,32 u 0,22, COOTBETCTBEHHO.

[Ipu paznuunbix THnax AKMII cTaTtuCTHYECKH 3HAYMMBIX Pa3jiudyuil B 4acTOTE
MOpaXeHUs1 MoYeK NOCTUTHYTO He Obuio (P=0.058), oqHako mpoTeuHypuUs yaiie Oblia

xapaktepHa st AL-AKMIT (p<0,001).

[Ipu OOBEKTUBHOM OCMOTpPE OIICHMBAJIOCHh MOPAKEHHE MATKUX TKaHeu. Tak,
YBEJIMYEHUE CIIOHHBIX *KeJI€3 HalOmomanock y 5 nauueHToB (4,6%), y 16 marueHToB
(14,8%) mpu OCMOTpEe KOXXHBIX MOKPOBOB BBISBIISUINCH TE€MOPPArndecKHe CIUBHBIC
BbIChINIaHus, y 17 mauuenTtoB (15,7%) oTmeuanoch yBenWUYEHHUE S3bIKA B pa3sMepe ¢
HaJMYUEeM OTIIEYaTKOB 3yOOB Ha OOKOBBIX MOBEPXHOCTAX (Makporjoccusi). Y 7
nanueHToB (6,5%) ObUT TUarHOCTHPOBAH OECCHMIITOMHBIN OTPBHIB T'OJIOBKH JBYTJIaBOMN
MBIIIIIEI IUIeYa. 25% nanueHToB OTMeYalid N3MEHEHHS T0JI0Ca B BUAE OCUILJIOCTH. Takxke
y 28 nateHToB (25,9%) ObIJI0 TUarHOCTUPOBAHO BHIPAKEHHOE CHUYKEHHE MACChI TeJla B
aHaMHE3€ 32 OTHOCHUTEJIbHO KOPOTKUU nepuon BpemeHu. IIpu ananuze oTMe4eHo, 4To
NOpakKeHWE MATKUX TKaHed wvaile accoruupoano ¢ AL-AKMIT (p<0,001), 3a
UCKIIFOUCHHEM TpHU3HAKa OTPHIBA TOJOBKM JIBYTJIABOW MBIIIIIBI TIJIe4a, KOTOPBIM OBLI

Oostee xapakreper /s narentos ¢ AT TR-AKMIT (p=0,008).

Y 7 mnamuentoB (6,5%) nHaOmomancs peUUIWBUPYIONUNA TUIPOTOPAKC, HE

ces3anHbli ¢ OJICH, ObLIO BBIHECEHO MPEIOJIOKEHUE O BEPOSTHOM aMHJIOUIHOM
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NOPaKEHUHU TUIEBpbl M JETKuX. 6 marueHToB (85,7%) umenu AL-tun AKMII u 1
nauueHT (14,3%) - ATTR-AKMII, ogHako CTaTUCTUYECKH 3HAYMMBIX Pa3IMuUid HE

BEIsIBIICHO, P=0,25.

V¥ 30 nmaumenTtoB (27,8%) uMenuCh NPU3HAKA BOBJIEYEHUS B IMPOLIECC OPIaHOB
XKKT. Yame Bcero OojbHbIE NPEABSBIUIA KaloObl Ha HapyIICHUs CTyJa B BUJC
CKJIOHHOCTH K JAMapee, 3alopaM WIM 4epelOBaHUIO ATUX COCTOSIHMHA. CTaTHCTHYECKU
3HAYUMBIX OTKJIOHeHUH B yactore nopaxenus KKT mpu pasusix tumax AKMII ne

BbIsIBJICHO, P=0,773.

[Topaxenue oprana 3peHus BoisiBiIeHO y 1 manuenta (0,9%) B BUEe OTIIOKEHUS

AMHUJIONAHBIX MAaCC B CTCKJIIOBUIHOM TCJIC.

[TogpoOHbIe aHHBIE MO HKCTPAKAPAUAIBHBIM MPOSIBICHUSAM IPH Pa3IMYHBIX

tunax AKMII npencrasienst B Tabnuie Sa, 50.

Taﬁ.mzma Sa. Yacrora BCTPCUACMOCTH OJKCTPaKapAHUAJIbHbIX CHMIITOMOB IIpHU

pa3nuuHbix Tumax AKMII

Bce Tunbl AL ATTR PAL-ATTR
N=108 n=61 n=47

Iopa:xkenne ITHC, a6e. (%) | 62 (57,4) | 27 (44,3) 35 (74,5) 0,004*
-IIOJINHENPOTIATHS BEPXHUX
KOHCYHOCTEH, aoc. (%) | 26(24,1) | 11(18,0) 15 (31,9) 0,038*
-[TOJTMHEHPOTIATHSI HIDKHUX
KOHEYHOCTeH, adc. (%) 40 (37,0) 15 (24,6) 25 (53,2) 0,008*
CuHApOM KaprajabHOIo KaHasa, 19 17,6) 5(8,2) 14 (29,8) 0,014*
aoc. (%)
-0 JHOCTOPOHHHMIA 6 (31,6) 3 (60,0) 3(21,4)
-IByCTOPOHHUI 13 (68,4) 2 (40,0) 11 (78,6) 0,002*
CrteHo3 mo3BoHO4YHOro Kanama, | 1(0,9) 0 (0,0) 1(2,1) 0,52
abc. (%)
Iopaxenne BHC, a6c. (%) 69 (63,9) | 45(73,8) | 24(511) 0,044*
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Bce Tunbl AL ATTR PAL-ATTR
N=108 n=61 n=47

YpoBens cuctommdeckoro All, 100,0 96,0 105,0 <0,001*
MM pT. cr.| [94,0- [89,5 — [100,0 -
Me [IQR] 106,5] 103,0] 112,0]
CHmkeHne Macchl Tena, aoe. (%) | 28 (25,9) | 20 (32,8) 8 (17,0) 0,135
Cumxenue Maccel Tena, kr| 4,5+8,8; 5,549,3; 3,4+8,2; 0,227
M=SD; 95% A1 2,9-6,2 3,1-8,0 1,0-58
IMopaxeHnue mouex, adc. (%) 81 (75,0) | 51(83,6) 22 (46,8) 0,058
-XpOHUYECKasi 00JIe3Hb MOYCK, 51(47,2) | 26 (42,6) 25 (53,2) 0,21
aoc. (%)
-nipotennypwus, ade. (%) 54 (50,0) | 45(73,8) 9(19,1) <0,001*
IMopakeHue MATKUX TKaHEH, 34 (315) | 29 (47,5) 7 (14,9) <0,001*
aoc. (%)
-yBEJIMYCHUE CITFOHHBIX JKeJe3, 5 (4,6) 5(8,2) 0 (0,0) 0,123
abc. (%)
-reMOpparunyecKue CIMBHBIC 16 (14,8) | 15 (24,6) 1(2,1) 0,004*
BBICHITIaHUs, abc¢. (%)
-Makporioccus, aoc. (%) 17 (15,7) 17 (27,9) 0(0,0) <0,001*
-OTPHIB  TOJOBKM  JBYIJIABOM
MBI TUieda, aoc. (%) 7 (6,5) 0(0,0) 7 (14,9) 0,008*
-OCHILIOCTh roJioca, adc. (%) 27 (25,0) | 24 (39,3) 3(6,4) <0,001*
Iopaxxenue JErkux, aoc. (%) 7 (6,5) 6 (9,8) 1(2,1) 0,251
IMopa:keHue sxeaypouno- | 30 (27,8) | 16 (26,2) 14 (29,8) 0,773
KHMIIEYHOro Tpakrta, aodc. (%)
-uapest 18 (16,7) | 10 (16,4) 8 (17,0)
-3aI0PbI 15 (13,9) 6 (9,8) 9(19,1)

BHC — BereraruBnas HepBHas cuctema, [IHC — nepudepudeckas HepBHasi cuctema
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ATTRw ATTRv p

n=24 n=23
Iopakenue IMHC, aoc. (%) | 13 (54,2) 22 (95,7) <0,001*
-[TOJIMHCHPOTIATHSI BEPXHHUX
KOHEYHOCTEHH, a0c. (%) | 3(12,5) 12 (52,2) 0,004*
-ITOJIMHEHPOTIATHSI HIDKHUX
KOHEUYHOCTeMH, abc. (%) 8 (33,3) 17 (70,8) 0,005*
CunapoM KapnajibHOro KaHana, aoc. (%) | 5 (20,8) 9 (39,1) 0,17
-OJHOCTOPOHHUI 2 (40,0) 1(11,1)
-IBYCTOPOHHUI 3 (60,0) 8 (88,9)
CreHo3 O3BOHOYHOTO KaHaia, aoc. (%) 1(4,2) 0 (0,0) 0,32
Iopa:xxenne BHC, adc. (%) 9 (37,5) 15 (65,2) 0,057
Yposens cucrommdeckoro AJl, MM pT. CT. 107,0 103,0 0,259
Me [IQR] | [100,5- [100,0 —

116,5] 109,0]
CHmwxkeHne Macchl Tena, aoc. (%) 4 (16,7) 4(17,4) 0,95
CHmxeHune MAacChbI Tea, Kkr| 3,2+7,5; 3,7+9,0; 0,828
M=xSD; 95% AU 0,1-6,3 0,2-7,6
IMopa:kenne  mouek, adc. (%) | 16 (66,7) 14 (60,9) 0,679
-XpoHHUecKkas 0oJie3Hb mouek, abc. (%) | 14 (58,3) 11 (47,8) 0,218
-npoterHypus, aodc. (%) 4 (16,7) 5(21,7) 0,659
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ATTRw ATTRv p
n=24 n=23

IMopakenne MArKUX TKaHei, ade. (%) | 3 (12,5) 7 (30,4) 0,601
-yBeJIMUCHHUE CIIFOHHBIX Kee3, aoc. (%) 0 (0,0) 0 (0,0) -
-reMOpparu4ecKue cimuBabie | 0 (0,0) 1(4,3) 0,302
BBICHIIIAHUS, aoc. (%)
-Makporioccus, ade. (%) 0 (0,0) 0 (0,0) -
-OTPBIB TOJIOBKH JAByIIaBod Mbimmel | 3 (12,5) 417,4) 0,638
mieya, aoc. (%)
-OCHUILIOCTH roJioca, adce. (%) 0 (0,0) 3(13,0) 0,067
IMopakenne nérkux, adc. (%) 0 (0,0) 1(4,3) 0,322
IMopaxkenune xexyaouHo-kumeuHoro | 6 (25,0) 8 (34,8) 0,464
TPaKTa, ao0c. (%)
-Taapest 2 (8,3) 6 (26,1)
-3aTI0PBI 6 (25,0) 4 (17,4)

BHC — BereratuBHas HepBHas cuctema, [IHC — nepudepudeckas HepBHas cucteMa

XapakrepHeiM npuzHakoM AKMII saBnsieTcs CTOMKOE MOBBIMICHHUE IUIA3MEHHOU
kouuentparuu NT-proBNP, gacto He xoppenupyromeit co crenensio Tsbkectn XCH, a
TAaK)K€ KOHUEHTPALMHM TPOIOHMHA IPU OTCYTCTBHM OCTPOTO 0OYaroBOTO IMOPaKCHUS
muokapaa. Menuana konuentpauuu NT-proBNP npu mo6om tune AKMII cocraBuna
4272,5[1917,4 — 8801,7] rur/ma, Tporrorrna — 90,0 [29,6 — 192,7] nr/min. Konuentparust
kak NT-proBNP, tak u Tponnonnna ipu AL-AKMII Obu1a cTaTUCTUYECKH 3HAYUMO BBIIIIE
B cpaBHeHun ¢ ATTR-AKMII (6595,6 [3225,0 — 10680,5] u 142,2 [42,4 — 257,4] nr/mn
npotuB 3096,0 [1166,0 —5793,5]u 54,1 [24,9 — 102,5] nr/mu, cootrBeTcTBeHHO), p=0,003
Uit oboux JaboparopHbix Mapk€poB. Ilpu cybananmuze noarpynn ATTR-AKMII

CTATUCTUYECKU 3HAUYUMBIX pa3inuuil He BbiABIeHO, P=0,322 u 0,101, cOOTBETCTBEHHO.

JlanHble nipeacTaBiieHbl Ha Pucynke 7,8
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Pucynok 8a, 86. CpaBHenue mia3zmenHol koHueHTpanuu NT-proBNP (a) u

TpornoHuHa (0) npu paznuunbix noarunax ATTR-AKMII

Haunbonee AOCTYymHBIM METOJOM JHUArHOCTUKH B PEATbHON KIMHUYECKOU
MPAaKTUKE SIBJISIETCS peructpanusa crangaptHor 12-xanansHoi OKI'. KocBeHHBIMU
npuzHakamu AKMII sBiasummcs Hu3kui BosbTaxk komruiekcoB QRS (64, 59,2%) u

«rceBaouH(papKkTHBIA aTTep» (64, 59,2%). Huzkuii BojbTax yaie perucTpupoBaics
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B CTAHJAPTHBIX OTBEACHUSIX OT KOHEeUHOCcTel (46, 71,9%), B rpyaubix B 28,1% ciydaes.
«IIceBnopyO1ioBbIe» W3MEHEHHS dYallle BCEr0 OBbUIM JIOKAJM30BaHBI B IEpeaHE-
neperopoaouHon oomnactu (49, 76,6%). Tonbko y 4 nmanueHToB (3,7%) aHaMHECTUYECKHU
MMEJIUCh CBEJICHUS O NepeHeceHHOM HHdapKTe MUOKapaa, 9 yenosek (8,3%) umenu
FeMOJIMHAMUYECKN 3HAYUMOE MOPaXEHUE KOPOHAPHBIX apTepHil, OJTHAKO JHIIb y 5 U3
Hux (55,5%) pyOuosbie usmenenuss Ha K[ cooTBeTCTBOBaiIM OacceiiHy MopakeHHs
KOpoHapHbIX aprepuidl. IIpm paszmuunbix Tumax AKMII craTucTryecku 3HAYMMBIX

pa3Inuuil BRISIBICHO HE OBLIIO.

HPC Obumm  guarHoctupoBanbl B 72,2% cayudaeB (78 mamuentoB). DI
nuarHoctupoBaHa y 36,1% (39 nanueHnToB), cpeau HuX 66,7% uMenu napoKCU3MallbHYIO
bopmy OII, 33,3% - nocrosiuuyto. 34,6% (37 mauueHTOB) UMENIHU HAJKETYI0UYKOBBIC
HapylIeHus: put™ma, y 28,7% peructpupoBanach yacTasi HaJKEIyI0YKOBasi SKTOIMNYECKas
aKTUBHOCTH. JKellyZOYKOBbIE HApyIIeHHUs pUTMa cepiana BbisiBiIeHbl y 19,4% (21
naiueHT), 16,7% wumenu 4acTyro >KEeIyJI0YKOBYIO HKCTpacucToymio. MmruiaHTanus
KapauoBepTepa-aehuopuIIsTOpa Mo NPUYUHE KUZHEYTPOKAIONINX HAPYIICHUH pUTMa
cepaua Oblna BbiMonHeHa 7 mnamueHTam (9,0%), B 5 ciydasx HWMILIaHTUPOBAH
neyxkamepHbiii KB/, y 2 manmnentoB — CRT-D. CraTuctruecku 3HAUMMBIX pa3inyuuit

npu cpaBHeHu” TrnoB AKMII monydeHo He ObLIO.

69,4% (75 mammentoB) mumenu HIIC pazmuunoit crenenu Ttsokectu. Y 36
nanueHToB (33,3%) ¢ AKMII peructpupoBanace AB-0Onokana: 1 crenenu (84,8%), 2
creriein MoowuTtiy | (5,5%), 2 crenean Mooburtn Il (8,3%), 3 crenenu (8,3%). ¥V 7
nanueHToB (6,5%) Oblia 3adukcupoBana CA-Onokana: 2 crermenn tan | (28,6%), 2
crenenn tun Il (28,6%), 3 crenenn (42,8%). HauGonee YacTo BBISIBISUIUCH
BHYTpPIDKENy10uKOBbIe Onokanel (60,2%, 65 manuentoB): jeBoil (69,2%) u mpaBoit
(30,8%) Hoxek myuka ['uca. 56,9% umenu u30aupoBaHHOE MTOpaKEHUE MepeIHEN BETBU
neBoit Hoxku Tyuka ['mca. AB-6mokana wim CA-Gokaza BRICOKON CTETICHH Tpajlallid
notpeboBanmu umriantanuu IKC y 12 manuentoB (16,0%). CtaTucTudecku 3HaYUMBbIE
pasnuuus ObLTH TOJTy4eHb! y marueHToB ¢ AL-AKMII B OTHOIIIEHUN 9aCTOTHI pa3BUTHS

omokanwe! nepeauei ersu JIHIIT, p=0,037.
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ITo nanubiM Ix0KI™ meaunana @B JIK npu nmro6om tune AKMII cocrauna 55,0

[48,0—60,0] %, cTaTrCcTHYECKH 3HAYMMBIX PA3IHIUI MEKIY TUITAMH MTOJTyYeHO HE OBLIO,

p=0,96.

Pazmepsr neBoro xenynmouka coctaBwiu 4,5 [4,0 — 4,8] cM (KOHEYHO-
nuactoamdeckuit, KJIP) u 3,1 [2,6 — 3,5] cM (koHeuHO-cucTomueckuit, KCP). [TanueHTsI
c AL-AKMII umenu tenaeHuuio k Mmenbmemy KJIP JDK, omHako cTaTMCTHYECKU

3HAYMMBIX Pa3IMUui TOCTUTHYTO He ObL10, P=0,068.

[Taruentsl ¢ AKMII umenu npusHaku J€rouHoi runeprensuu, meauana CIJIA
coctaBuina 38,5 [31,0 — 46,0] MM PT. CT., MEXIy THUNAMH Pa3JIUYUs CTATHCTUYECKHU
He3HaunMbl, P=0,363. OgHako 1o AaHHbIM cyOananmsza noarpynmbsl ¢ ATTR-AKMII
narueHTel ¢ ATTRW umenn Gomnee Boicokue 3Hauenust C/IJIA — 40,5 [37,0 — 51,0]
npotus 35,0 [31,0 —45,5] mpu ATTRYv, p=0,047.

OnHrM 13 BakHBIX AuarHoctudeckux kpurepueB AKMII sBnsercs yronmenue
CTEeHOK cepana. Tak, B HameM uccienoBanun meauana TMOXKII cocraBumna 16,0 [13,5 —
17,5] mm, T3CJDK - 15,0 [13,0 — 17,0] mm. IIpu aTom manmentsl ¢ AT TR-AKMIT nmenu
0onee BeipaskenHoe yrommierarne MOKIT 16,0 [14,5 — 19,0] mm nipotus 15,5 [13,0 — 17,0]
MM nipu AL-AKMII, p=0,037. Paznuuus B T3CJDK mpu pasupix tumax AKMII
cTaTuCTUYeCKn He3HauuMmbl, P=0,153. IIpakTnuecku y BceX MNALMEHTOB YTOJIICHUE
CTEHOK HOCHJIO CAMMETPHUYHBIN XapakTep, JUlllb y 3 narueHToB (2,7%) Oblia BISIBICHA

acUMMeTpHU4YHas hopMa runepTpouu.

[Tpusnaku /1 BoisiBnensl y 98,1% nanuento ¢ AKMIL. 17,0% umenu HapyeHus
0 TUIY 3aMEJJIEHHON penakcanuu, 27,4% - o nceBIoOHOpMalbHOMY THUITY, 55,7% - 1o
pPECTPUKTUBHOMY TUIy. CTaTUCTUYECKU 3HAUYUMBIX OTJIMYUW MPU OIIEHKE HAPYUICHUS

nuacToyinyeckor GyHkuuu npu paznuunbix Tunax AKMII we BoisBieno, p=0,143.

['eMorHaMUYeCKH HE3HAYUMBIE KJIallaHHBIE pEryprutaiuuu uMesnu mecto y 87,0%
OONMBHBIX (MUTpaJbHAS W/WUIU TPUKYCHUAAIbHAS HEJOCTAaTOYHOCTh 1-2 CTerneHu).
YMepeHHO-TsKeNnasi HeIOCTaTOYHOCTh MUTPAJbHOIO KilarmaHa BbiABIeHa y 12,1%

napeHToB ¢ AKMIL.  VYmepenHo-tsbkenas (3 cTeneHb) HEIOCTATOYHOCTh
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TPUKYCHUJAIBHOTO KjanaHa BbisiBIeHa y 17,6% mnarnuenToB, Tsoxkenas (4 cTeneHs)
TpUKycnuaanbHass peryprutauus y 3,7%. YMepeHHO-Tskenas HeI0CTaTOYHOCTh
TPUKYCTIUAQIBHOTO KJIallaHa CTATUCTUYECKH 3HAYMMO Yallle BCTPeYalach Y MAIlUEHTOB C
ATTR-AKMII, p=0,046. [Ipu cybanamuze noarpynmnsl ATTR-AKMII y nmamueHToB
ATTRwt B cpaBuenun c¢ ATTRV wdyaime wuMmelna MECTO YMEpPEHHO-TSKeast

HEJIOCTaTOYHOCTh MUTpaIBHOTO KiamaHa, p=0,012.

AC Ob1n1 BbIsiBIIeH y 8 manueHToB (7,4%), 6 u3 Hux umenun ATTR-AKMII, 2
nanueHTa ¢ AL-AKMII. Otmeuanace TeHaeHIUs K Oojiee yactoMy paszButuio AC y
naneHToB ¢ ATTR-AKMII, opgHako CTaTUCTUYECKH 3HAYUMBIX pa3IUuuid HE
nocturnyto, P=0,062. [1pu cy6ananusze noarpymmsl ¢ AT TR-AKMII takke oTmedanach
TeHJIeHIIUs K O0oJiee yactoMy pa3Bututo AC nmpu ATTRW, TeM He MeHee CTaTUCTUYECKU
3HAUMMBIX Pa3IMUui Takke He NocTUrHyTto, P=0,09. OnepaTuBHOE JeUueHHE B 00BEME
TPAaHCKATETEPHOW MMIUIAHTAIIMM AOPTAJIBHOIO KJamaHa ObUIO BBHIMIOJIHEHO Yy 4

MMaIUECHTOB.

Bcem mnanumentam mnpoBogunack cneks-TpekMHr OXOKI', B pamkax koTopou
onpenensics mapamerp GLS. Cpennne 3nauenus coctaBuinu -10,2+-3,7%; 95% JAU: -
10,9 - -9,6. Craructuueckn 3HaUMMBIX pazmuuuii o turiam AKMII He BwIsSBICHO,
p=0,125. TunuyHbIi NaTTEPH «BUILIEHKHU-HA-TOPTE» ObLI BBIsIBIEH B 91,7% cnyudaes, npu

paznuyabix THHax AKMII ctaTucTidecku 3Ha4uMBbIX paznuduii He moiayyeno, p=0,143.

MPT cepaiia ¢ KOHTPACTHBIM YCHJICHHEM TaJI0JIMHUEM ObLIO BBITIOJIHEHO B 59,2%
ciydyaeB. Cpenau 64 marueHToB, y KOoTophix Obuia BbimonHeHa MPT cepana, B 89,0%
ciydasx uMenuch npusHaku, xapaktepHsie s AKMIL. Ho B 10,9% cnenuduanbix
MPU3HAKOB BBISIBJIEHO HE OBLIO, YTO B JajibHEWIIEM NOTpeOOBaI0 MPOBEACHUS
WHBA3UBHBIX METOJOB auarHoctuku. Cpeau mamueHToB 6€3 MP-npusnakor AKMII,

OJIHAKO C JOCTOBEPHO YyCTaHOBJIEHHbIM jauarHozoMm AKMII, wame BcTpeuyanuch

nanueHTsl ¢ ATTR-AKMII, p=0,020.

[IpoBeaenune OMONCUM MOPAKEHHOTO OpraHa C MOCJIEIAYIOUUM THCTOIOTHYECKUM

uccienoBanneM TmoTtpedoBaiock B 36,1% cinydaeB (39 manmueHTOB), OCHOBHBIM
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TTOKa3aHUuEeM OBLIH KIIMHUYCCKO-MHCTPYMCHTAJIbHBIC IIPHU3HAKKU COYCTAHHA ABYX THUIIOB

AKMII. Yame 6uorncun noasepraiauck narueHTsl ¢ AL-AKMII, p=0,016.

Hawnbonee wyacto BbemonHsuiace OMbB  (25,6%) kak «3010TOH CTaHAApT»
muarHoctuku AKMII. Tlpu HeBo3mokHOCTH TipoBeacHUS DMb ocymecTBisics 3a00p
OHMOITATOB CIU3UCTON 00OJOUKH C MOACIU3UCTHIM ciioeM 12-niepctHoit kumku (20,5%)
u npsmon kumku (20,5%), moakoxHO-)KupoBoi kierdaTku (20,5%), mouku (10,3%),
necHsbl (2,6%). Y 87,1% 110 JaHHBIM THCTOJIOTHYECKOTO UCCIIEAOBAHUS ObLIN BBISBIICHBI
OTJIOKEHUSI aMWIOHUJIHBIX Macc, y 12,9% mnanueHToB NMOJIy4YEH JIOKHOOTPULATEIbHBIN
pe3yabTar. HecMOTpss Ha OTCYTCTBHME aMUJIOMIHBIX OTJIOKEHHMM B OuoOITare BceM S5
NMalnueHTaM B JajdbHEWIIEM YJanoch ycTaHoBUTH auarHo3 AKMII, cpemum Hux y 1
MalueHTa MPOBOAWIACE OUOIICHS JNECHBI, Y 4 — MOAKOXHO-)KMPOBOW KjeTdyaTku; 4

manpenta nmenu AL-tun AKMII, 1 — ATTR-AKMII.

C unenpto  TunupoBanus ~AKMII  BceM  mammeHTaM — MpOBOIMIIOCH
UMMYHOXUMHYECKOE HCCJIEJIOBAHUE CHIBOPOTKH KPOBU W MOYU C DIEKTPodope3om
oenkoB, y 60 mamueHntoB (55,6%) Obula BhIsIBIEHA MOHOKJIOHaNbHas cekperus CJIL]
uMMmyHoTT00ymHOB. Cpennt Hux 58 mammentoB ¢ AL-AKMII (96,7%), 2 namuenTa ¢
ATTR-AKMII (3,3%). ¥V 3 nauuentoB ¢ AL-AKMII konnentpanus CJIL] Obuia B
pedepeHTHBIX 3HAUYCHUSAX, AWArHO3 OBLI YCTAaHOBJICH MPH WMMYHOTHCTOXUMHUYCCKOM
ucciaenoBanun OuontatoB. Y 2 mamueHToB ¢ ATTR-AKMII aguarHoctupoBaHa

COIMYTCTBYIOIIass MOHOKJIOHAJIbHAsA CCKPCUUs HEACHOTO 3HAUCHHA.

Bcem marmmeHTaM MpoOBOAMIIOCH PaJAMOU30TOIHOE HCCienoBaHue B 2 srama. Ha
nepBoM dtane onenuBaics mapamerp H/Cl, cpennee 3HaueHHMe KOTOPOTO COCTaBHIIO
1,47+0,32; 95% JAW: 1,41 — 1,53. H/CI obut 3naunmo Beimie mpu ATTR-AKMII B
cpaBaenuu ¢ AL-AKMII - 1,68+0,29; 95% JIU: 1,60 — 1,77 npotus 1,29+0,22; 95% JIU:
1,24 — 1,35, p<0,001. Bropsim sTanom npoBoamiace OOKT/KT ¢ momykonnuecTBeHHON
oueHKkou pacmnpenenenuss POIl B MUOKap/ie OTHOCUTENIBHO KOCTEU CKEJIETa MO IIKAJIE

Perugini. Pactpenenenue mo crenensm Hakorienus POII npeacrasieno B Tabmuie 6a,

60.
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Tadauna 6a. CuuaTurpadguieckue mapameTpsl Mpu pazauyHbix Tunax AKMII

Tadauna 60. CuuHTUrpaduueckue napaMeTpsl Npu pa3nuuHbix noarunax ATTR-

CuunTurpadguueckue AL ATTR p
napaMeTpbl n=61 n=47
H/CI 1,29+0,22 | 1,68+0,29 | <0,001*
M+SD, 95% A1 1,24-135 | 1,60-1,77
Grade, a6c. 0 43 (70,5) 2 (4,2) <0,001*
(%) 1 13 (21,3) 3(6,4) 0,023*
2 3(4,9) 10 (21,3) 0,013*
3 2 (3,3) 32 (68,1) | <0,001*

AKMII
CuunTurpagpuyeckne ATTRwt ATTRv p
napaMeTpbl n=24 n=23
H/CI 1,69+0,25 1,68+0,33 0,86
M=+SD; 95% U 1,59-180 | 1,53-1,82
Grade, a6c. 0 0 (0,0) 2 (8,7) 0,36
(%) 1 2 (8,3) 1(4,3)
2 4 (16,7) 6 (26,1)
3 18 (75,0) 14 (60,9)

OuLeHnBanoCh PETPOCHEKTHUBHO YHUCIO TOCHUTAIM3alMi B CBA3U C CEPACYHO-
COCYIUCTBIMM TpPUYMHAMH [0 mnocTtaHoBku jguarHoza AKMII. Mennana uyucina
rocinutanu3anuii cocrasmwia 2,0 [1,0 — 3,0]. CtaTucTUuecKkyd 3HAYMMBIX pa3IHudil B

4aCTOTE TOCMUTAIN3AUNN NTpU pa3indHblX THax AKMII He BbIsIBIIEHO.

Uepez 12 wmecsueB HaOmoAeHUS OTMEUeHO, 4Tto mnanueHTtel ¢ AL-AKMII
rOCHUTAIN3UPOBAIIMCH TOBTOPHO B CTAllMOHAP B CBS3H C CEPACYHO-COCYIUCTHIMU

npuunHaMu B 37,7% ciydaeB, Torga kak nauueHtel ¢ ATTR-AKMII — B 34,0%.
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CraTucTHUECKH 3HAYUMBIX pa3induil He BbIsBiIeHO, P=0,84. IIpu cybananuse noarpymnmn
¢ ATTR-AKMII noBTOpHBIE TOCHUTAIU3ALMKM CIYyYWIHCh y naureHtoB ¢ ATTRV B
30,4% cnydaeB, y mnamueHtoB ¢ ATTRw — B 37,5%, pasznuuus CTaTUCTUYECKU

He3HauuMebl, P=0,76.

Omgnum u3 wu3BecTHBIX ocnoxkHeHuit AKMII sBrsioTcss TpomOoTHYECKHE
ocnoKHeHUs. 3a 12-MecsauHblid nepuo] HaOIoIeHUsT TPOMOOTHYECKHE COOBITHS ObLIH
3apeructpupoBanbl 'y 16 mnanuentoB (14,8%), cpemu nHux 4 ciyyas (25,0%)
TpoMO03MOOuK €rounoit aprepun (3 ciydas Ha ¢one AL-AKMII u 1 cayyaii y
nanuenta c ATTR-AKMII), 11 ciyudaes (68,8%) pa3BuThs 3n1u307a OCTPOro HApyIICHUS
Mo03roBoro kpoBooOparieHust (54,5% na ¢gone AL-AKMII, 45,5% na poue ATTR-
AKMII), 1 cnyyaii (6,4%) Tpom0O03a COCYZJOB HUKHUX KOHEUHOCTEW y manuenTa ¢ AL-
AKMII. ®II 6pina 3aperucTpupoBaHa JUIIb y 7 MAaMEHTOB, 4 W3 KOTOPHIX HMETU

MIOCTOSTHHYIO (hopMy.

JletanpHbIli Mcxom 3a 12 MecsieB HaOMIOJCHHS HAcTynuia y 34 MmalueHTOB
(31,5%). BonbmmnacTBO marnuenToB umenn AL-tun AKMII (20 nanuentos, 59,8%),
cpenu mamueHToB ¢ ATTR-AKMII neranbHblii MCXoj HAcTynuia y 14 maiueHTOB
(41,2%). CtpykTypa CMEpTHOCTH IO IpUYUHAM TIpeicTaBieHa Ha Pucynke 9. Menuana
CpOKa HACTYIUICHHS JEeTalbHOro mcxona cocrtasuna 0,5 [0,2 — 1,5] nmer or Havana
3aboneBanuss BHe 3aBucUMOCTH OT Thna AKMIIL Ilpu AL-AKMII neranbHbI HCXO0A
HACTynaJl CTaTHCTHYECKM 3HauMMo panbuie, yem npu ATTR-AKMII — meauans
coctaBuiu 4,0 [1,0 — 6,0] u 18,0 [6,0 — 42,0] mecsue, coorBercTBeHHO, P=0,003
(Pucynox 10). Ilo manueiM cyOaHanm3a ManuMeHTOB ¢ pasHbiMH moatunamu ATTR-
AKMII cratucTUYeCKH 3HAYMMBIX pPa3Iuyuil MoJiydeHO He Obuto. MemmaHa cpoka

HACTYIUIEHUs JIeTallbHOro ucxoga cocraBuia 12,5 [6,0 — 18,0] mecsieB oT Havaia

3abonesanus npu ATTRwt, npu ATTRv — 15,0 [7,5 - 32,0], p=0,81 (Pucynox 11).
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Pucynok 11. KpuBas Kamnmana-Meiiepa, neMOHCTpHUpYIOIIAs KyMYJISTHUBHYIO
JIOJTIO JIETAIBHBIX UCXOJI0B IpH paziuuHbix noarunax ATTR-AKMII B 3aBucumMocTu oT

CpoOKa ITOCTAHOBKHU JHAI'HO3ad

3.2 Tunsl cepaeunoii HegocTaTtouHocTu npu AKMII u oco6ennocTu Teuennss XCH

AKMII B nameit padote mpuBoauia K hopMupoBanuio pazubix GeHorunoB XCH
B 3aBucumoctu o ®BJIDK. YV 72,2% manmuentoB ®B JIXK cocrasmna >50%, ognako 30
nanueHToB (27,8%) umenu CHUKEHHYI0 U ymepeHHO-cHKeHHyo OB JIK <50%, cpenu

Hux 15 manmenTtoB ¢ AL-AKMII, 15 namuentoB ¢ AT TR-AKMIL.

Ouenka crenenn Tsokecth  AKMII  ocymiecTBisiiack  Ha  OCHOBaHUHU
cuenuranu3upoBanubixX mkanl. Jius ATTR-AKMII ucnons3oBanace mkana NAC [99]. Ha
OCHOBaHMH 3Toi mKaibl | ctagum coorBercTBOBamM 42,6% mamuenTtos, |l cragmm —
34,0%, Il ctaguu — 10,6%, IV cranuu — 12,8%. B oTHOIIEHUU onpeneneHrs CTeNeHN
msokectd AL-AKMIT npumensutacs mkana Mayo B momudukamuu 2004 roma [101].
Cornacno 3Toi cuctemMe 1 ctaaum cooTBeTCTBOBAIIM 8,1% marnmenTos, 2 ctaguu — 14,8%,

3 cragnu — 77,1%.



79

Ha MomenT Britouenust B uccienoBanue 39 nauuentos (36,1%) umenu npusHaku
Tsokenon OJICH, TpeboBaBIieit mpoBeIeHNS MapEHTEPATBEHON JUYPETUICCKON TepaInu.
55 (50,9%) nmaumentoB umenu npuszHaku O/{CH, pa3penienre KoTopoil HacTynano npu
TUTpAIMHU J103bl NIEPOPATBHOTO METIEBOrO auypeTvka. 8 manueHToB (7,4%) umenu B
aHamuese xoTs Obl 1 smu3on OJICH, ogHako Ha MOMEHT BKJIIOUEHHS B MCCIIEIOBAHHUE
HaXOJWJINCh B COCTOSIHMM KommeHcanuu. Y 6 manueHtoB (5,6%) Kak HA MOMEHT
BKJIIOUECHUS B MICCIIEIOBAHUE, TaK U aHaMHecTrdecku nanubix 3a OJICH He ObL10, y Bcex

npeBanrpoBaia kiuHuka nopaxenus [THC.

BripaskeHHOCTH OJIBIIITKK COTJIacHO MoauduIpoBaHHO# 1ikane bopra cocraBuna
6,0 [4,0 — 7,0] 6amroB. Ilanmments ¢ AL-AKMII umenu Gojiee TSHKEIYIO OMABIIIKY B
cpaBaeHnn ¢ ATTR-AKMII - 6,0 [4,0 — 7,0] 6ammoB npotus 5,0 [4,0 — 6,5] Gamios,
p=0,049.

Kmuandeckn mnpousBoamnack oreHka coriacHo [HIOKC. Menuana 6amios
coctaBuia 7,0 [5,0 — 8,0]. Crarnuecku 3HauuMBbIX paznuuuid mexay tunamu AKMIT ve

BEIsIBIIEHO, P=0,158.

OuenuBanachk npoxoaumas auctaHius corjacHo TOMX. Ilpu mobom TuIe
AKMII gucrannus cocraBuia 202,5 [167,0 —312,5] meTpoB. CTaTUCTUUECKU 3HAUYNMBIX

pasnuunii mpu cpaBHeHun TunoB AKMII we BrisiBneno, p=0,94.

IIpu omenke ®K XCH BwisiBneHo crenyromiee pacnpenenenue: | ®K — 8
naiueHToB (7,4%), 11 ®K — 30 nanuentoB (27,8%), 11l ®K - 63 namuenta (58,3%), IV
OK — 7 maueHToB (6,5%). CTaTUCTUYECKU 3HAUUMBIX Pa3IMYUi IPU PA3IUYHBIX THUIAX

AKMII ue Be1sBREHO, p=0,723.

Bcem marueHTam OLEHHUBAJIOCh KayeCcTBO JKU3HU coriacHo onpocHuky MLHFQ,
rae 0 GayloB COOTBETCTBYET JydllleMy KadecTBy >ku3HHM, 105 OamioB — xyamemy.
Cpennuii 6amn npu ro6om turne AKMII cocrasun 71,2+15,7; 95% JAU: 68,2 — 74,2.
CraTucTUYeCKH 3HAYMMBIX pa3iauunii mpu cpaBHeHnn TunioB AKMII nomydeno He Ob110,

p=0,125.
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3.3 Tepanus XCH npu AKMII

Tepanuto AKMII MoxkHO pa3ieuTh Ha NTATOT€HETHYECKYIO U TTO1JIEPKUBAIOIIYIO.
Biusitnuem Ha mnporHo3 oOfajgaer Ul MNaTOTEHETHYecKas Tepanus. B Hailem
uccienoBanuu Bee nanueHTsl ¢ AL-AKMII Obutn HampaBiieHb B CHIEIMAIM3UPOBAHHbBIC
reMaToJIormueckue  yupexzaenus, rae 41  maumentr  (67,2%)  mosyumn
xumuoTepanepTuueckoe seuenue. Ilanuentam ¢ ATTR-AKMII 6pima pexomeHnioBaHa
Tepanusi CTabMIN3aTOPOM TPAHCTUPETHHA, ITpenapat noxyyuwin 30 nauuentoB (63,8%).

Bcem nannenTtam ¢ AA-AKMII npoBoauTCs UMMYHOCYTIPECCUBHAS TEpaIus.

OcHoBHOM  mojjepkuBawome  tepanuert  sBiasercss  tepanus  XCH,

AHTHKOAI'YJLIHTHAA TCPaAIlu:d, a TAKXKC aHTHAPUTMHUYCCKAs.

[IpenapatoM BbIOOpa aHTHAPUTMHUYECKON Teparnuu y mnarueHToB ¢ AKMII
ABJIAETCS aMuoAapoH. Ha 3Tame BKIIIOUEHMS] B UCCIEIOBAHHUE TEPANHIO0 aMHOJAPOHOM
nonydand 12 mamuentoB (11,1%). 3a 12-MecsiuHbI MEpUOA  BBHUIY Pa3BUTHS
KUZHEYTPOKAIOIIUX KEITYJTOUKOBBIX HApyIICHUH puTMa u/wiu BBUAY pa3Butus OII
JI0JI MAllMeHTOB, MOJYYaBIIMX TEpanui0 aMHOAAapOHOM, yBenuuuiack 10 19,4% (21

TIAIUCHT).

I[Ipy BKJIIOYEHMHM B  HCCJIEAOBAHME  JOJISI  TMAlMEHTOB,  IMOJy4aBIIMX
AHTUKOATYJISIHTHYIO Tepanuto, cocraBuia 38,9%. 3a 12-mecsyHbpli nepuoa A0
MalMeHToB yBenuumiach 10 49,1%, uWHUIMAIMSA aAHTUKOAryJIssHTHOM Tepamnuu
ocymecTBisuiach npu pazButuu DIl 1mbo mo mpuumHE Pa3BUTHS TPOMOOTHYECKUX

OCJIOKHEHHU Yy MallUEHTOB C CHUHYCOBBIM PUTMOM.

brnokaropel PAC Ha 3Tane BKJIIOYEHUS B UCCIEAOBAHUE MOTyYanu 45 MaiueHTOB
(41,7%): APHU - 35,6%, nuAIl® — 40,0%, bPA — 24,4%. 3a nepnoa HaOMIOASHUS OIS
MalKUeHTOB, osty4yaBmux 0gokaropsl PAC, cauzunack 1o 27,8%: APHU - 23,7%, nuAI1D
— 37,0%, BPA — 33,3%. OTmeHna mpenapaTtoB WK YMEHBIIICHUE J03bI MMPOU3BOIUIOCH

KaK 10 IPUYMHE CTOMKOM TMIOTOHUH, TaK U MAJIOr0 YJapHOTro o0bema.
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BAB ucxonno npunumanu 51,9% mnanueHToB. B TedueHue nepuoaa HaOIOACHUS
4acTh OOJIbHBIX MOTpeOoOBasia MOJHOM OTMEHbl npueMa BADB, Takum oOpazom, 10Jis
MAIMEeHTOB CHU3MWIACH 10 32,6%. 16 maruenTaM ObLT MHUIIMMPOBAH MPUEM MpEnapaToB
IpyIIbl KHTHOUTOPOB If-KaHAJIOB ¢ 11eJIbI0 KOHTPOJIS YaCTOThI CEPJCUHBIX COKpAIICHUI
(14,8%). Otmena tepanuun BAB Obuta 00ycioBieHa CTOWKOW THIOTOHHEW, MajbIM

yIapHBIM 00BEMOM, a TaKke OpaguKapauei.

AMKP wucxonno momyyanu 66,7% nalMeHTOB, 3a IMEPUOJ HAOIIOICHUS JOJIS
naiueHToB ¢ Ttepanuerd AMKP yBenmuumnace a0 78,7%. Y dYacTd NaUMEHTOB
perucTpupoBaiach oOpaTUMas TUIMEPKATUEMHUs, IOCIE perpecca KOTOPOM Mpuem

IIpCIIapaToB BO300HOBJISIJICS 1o CTPOIrM KOHTPOJICM JJICKTPOJIUTOB KPOBH.

st uzyuenus ddpdextuBHOCTH U O6e30macHocT HasHaueHus UHI'KT-2 na done
XCH npu AKMII chopmupoBano 2 rpynnsl. «llanmeHtsl B o0eux rpynmnax Obuid

COIIOCTaBHMMBI IIO0 OCHOBHBIM KJII/IHI/IKO-I[GMOI"pa(l)I/I‘-ICCKI/IM XApaKTCPHUCTUKAM, THIIAaM

AKMII, komopOuaHbIM (hOHOBBIM 3a00JIeBaHUSIM». [Tonnas KJIMHUKO-
neMorpaduyeckas XapakTEepUCTHKa TIpynn MpeacTaBieHa B Tadmue 7.
Ta6auna 7. Knunuko-aemorpaduueckasi XapaKTepUCTUKA TPYIII
IMoka3aTenu I'pynna 1 I'pynna 2 p
n=25 n=25
Bo3pacr, ITOJTHBIX JIET 61,2 + 15,0; 66,3+ 12,1; 0,197
M=SD; 95% AN 55,1-67,4 61,3-71,3
[Tom, ab6c. (%) JKeHIIUHBI 13 (52,0) 8 (32,0) 0,152
My KYHHBI 12 (48,0) 17 (68,0)
BospacTHast 30 -39 ner 2 (8,0) 0 (0,0) 0,167
rpymma, abc.| 40 -—49 ner 3 (12,0) 2 (8,0)
(%) 50 — 59 net 7 (28,0) 3(12,0)
60 - 69 ner 7 (28,0) 10 (40,0)
70 - 79 ner 1(4,0) 6 (24,0)
>80 et 5 (20,0) 4 (16,0)
Tun AL 12 (48,0) 15 (60,0) 0,743
aMHJIONI034, ATTRv 8 (32,0) 6 (24,
aoc. (%) ATTRw 5 (20,0) 4 (16,0)
Crernuduueckas Tepanus 17 (68,0) 13 (52,0) 0,248
amuiono3a, aoc. (%)
Hammaue XCH, a6c. (%) 25 (100,0) 25 (100,0) -
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Ioka3aTenn I'pynma 1 I'pynna 2 p
n=25 n=25
Hanwaue mpu3HAKOB OTEYHOTO 15 (60,0) 18 (72,0) 0,370
cuaapoma o bKK, a6c. (%)
Hanwaue mpu3HAKOB OTEYHOTO 8 (32,0) 11 (44,0) 0,382
cuaapoma o MKK, a6c¢. (%)
®K XCH, 1 2 (8,0) 4 (16,0) 0,849
aoc. (%) 2 6 (24,0) 6 (24,0)
3 16 (64,0) 14 (56,0)
4 1(4,0) 1(4,0)
Bun Busura, | AMOyJIaTOPHBI 6 (24,0) 2 (8,0) 0,123
aoc. (%) i
CrarmoHapHbI 19 (76,0) 23 (92,0)
i
Hammaue CJ1, a6e. (%) 2 (8,0) 1(4,0) 0,552
Hammuue AT, abc (%) 11 (44,0) 7 (28,0) 0,239
Hananune @I, adbe (%) 15 (60,0) 11 (44,0) 0,258
Hamxnune XBII, a6c. (%) 15 (60,0) 15 (60,0) 0,36
Cramus XBII, C2 4 (27,0) 2 (13,0) 0,53
abc (%) C3a 5 (33,0) 8 (54,0)
C30 6 (40,0) 3 (20,0)
C4 0(0,0) 2 (13,0)

XCH — xponuueckas cepaedHas HegoctarouHocTs; BKK — Gonbmioit kpyr kpoBooOpamenus; MKK —
manelii kpyr kpoBooOpamenus; @K XCH — ¢yHKIMOHANIBHBIN KJIacC XPOHUYECKON CepaedHOM
HenoctatouHocTH; CIl — caxapHblif tuabet; A" — aprepuanbHas runeprensus; OI1 — pubpruisums

npeacepauii; XbI1 — xponnueckast 6071€3Hb MOYEK

Janubie omyosukoBanbl B [191].

«Tepamuas wuHI'KT-2 xopomo mnepeHocunach W SBJsUIach  OE30MACHOM.
HexxenmarenbHBIX  sSBJICHWH, TOOOYHBIX  SIBJICHHH, B  YacTHOCTH  HWH(EKIUN
MOYEBBIBOAIINX MyTEH, HE 3aperucTpupoBaHo. CiydaeB IOCPOYHOIO MPEKPALICHUS
Tepanuy HM3-3a HEMEPEHOCHMOCTH Mpernapara HE BBISIBJICHO. 3HAYMMOTO BIMSHUS Ha

ypoBenb cuctonnueckoro AJl Ha pone tepanuu n”HI'KT-2 ne ormeueno (p=0,497)».

«IlepBbie pe3ynbTaThl HAOMIOJATUCH Y MAIMEHTOB YK€ Ha 3Tane CTalMOHAPHOTO

JICUCHUA: JJIUTCIBHOCTD I'OCIIMTAJIM3allul B 1-i rpymnric Ha (bOHe HHULIMAIWKW TCPpaIliu
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uHI'KT-2 oka3zanach craructudecku 3HaunMo menbiire: 8,0 [5,0-10,0] u 10 [5,0-10,0]

KOWKO-HEHN cooTBeTCTBEHHO (p=0,025)».

«B mocnemyromeM 3a TEpHOJ HAOMIOACHUS OTMEYaliach TEHICHIHS K
YMEHBITICHUIO TOTPEOHOCTH B TUYPETUUECKOMN TepaIU UM CHIKEHUIO JTO3bI TTETIECBOTO
JTUYpPETUKA, OJHAKO CTAaTHMCTHUYECKH 3HAYMMBIX pa3IMuuii He JocturHyTto. Ha srtame
BKJIFOUCHMS B UCCIIEIOBaHNE B 00euX rpynmax 72% mnaruenToB (18 yenoBek) mpuHUMamu
Tepalruio TeTIeBbIM JIUYpPEeTHKOM. MeauaHna 103bl (ypocemMusia B o0eMX TIpymmax
cocraBuia 40,0 [0,0-40,0] mr. Uepes 6 Mec 101 HAIIMEHTOB, IPUHUMAIONINX IETICBbIC
TUYypEeTUKH, cHU3UIach 10 58,3% (14 genoBek) B 1-ii rpymme, Bo 2-il rpymnme ocTajiach
npexueit — 72% (16 genosek; p=0,655). Meauana m03 dypocemuaa B 1-ii rpyimime
causmitack o 20,0 [0,0-60,0] mr, p=0,599, Bo 2-ii rpymnmne — no 30,0 [0,0-80,0] wmr,
p=0,629».

«3a 6 MecsleB HAaOMIOJEHUS YacTOTa MOBTOPHBIX TOCHUTAIM3ALMNA B CBS3H C
nekomneHcanuet XCH oka3anace 3HauuMo BeIlie Bo 2-if rpynmne (p=0,048). [Ipu s3tom
Clydyad TOCHUTAIM3AlMK BO 2-U TPYIINE HACTYMalWd CTAaTUCTUUYECKH 3HAYMMO PaHbIIIEe
(p=0,017), mMenuaHa Cpoka MOBTOPHOW TOCIHTAIM3alMK BO 2-W TPYIIE COCTaBHJIA

1,0 [0,0-11,0] mec, B 1-# rpymme — 6,0 [4,5-13,0] mec» (Tabmuma 8, Pucynok 12).

Ta6auna 8. Ananu3 6eccoObITHITHON BeKUBaeMocTH narueHToB ¢ XCH Ha
done AKMII B rpynme 1 u 2 B 3aBUCMMOCTH OT CpoOKa TMociie Havasia HaOIroaeHus ¢ 1-

MCCAYHBIMU BPECMCHHBIMHU MHTCPBAJIaMHU

Cpok Ha0/01eHus, Yucj10 manueHTos, BeccoObiTHIiHAS
Mec. OCTABIIUXCH MOJ BbIKHUBAEMOCTb, %o
Ha0JII0IeHHEeM, Yell.

I'pynmal | I'pynma2 | I'pynmal | I'pynma 2
1 25 24 100% 96%
2 23 21 92% 84%
3 22 21 88% 84%
4 22 19 88% 76%
S 21 18 84% 2%
6 19 18 76% 2%

Jlanubie omyOsrkoBansl B [191].



84

100,0 — 1
T'pynma 1
| — I'pynma 2

80,0 |  IleH3ypHpOBaHHEIE
—+— HabmroneHns

60,0

++

40,0

20,0

BeccoObITHIIHAS BBIKABAEMOCTD, %0

0,0

0 1 2 3 s 5 5 7
Cpox oT HayaJ1a Had./Ir0AeHs1, MecC.

A 5 7 2 2 I ma 1
Hucno nanneHTOB MO 23 23 - - . o pym

HabmMIomeHIeM 2 1 21 10 13 18 I'pymma 2

Pucynok 12. Kpusas Kamana-Meiiepa, nemMoHcTpupytomas 0eccoObITUHHYIO

BBDKMBAEMOCTh B rpymie | 1 2 B 3aBUCUMOCTH OT cpoka Habmroaenus [191].

«O06m1as neTabHOCTh B 1-ii rpymme uepe3 6 mecsaieB coctaBuia 4% (1 cmydair).
Bo 2-it rpynmne neranbHOCTh cocTaBuia 16% (4 cmydas). Kpuas Kamnana-Meiiepa,
JEMOHCTPUPYIOIIAas KYMYJISTUBHYIO JIOJIO JIETAIBHBIX HMCXOJOB B rpymme 1 m 2 B
3aBUCUMOCTH OT CpOKa HaOroACcHUS, peacTaBicHa Ha Pucynke 13. B o0enx rpymmax

JIETAIBHOCTH 00YCJIOBJICHA MPOTpeccupyromumMu sisieHussMu X CH».
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1000 —\
+

] } OcHoBHasA rpynma
80,0 — 1 KonTpomeHas rpynma

IemsypupoBanHEIe
. Ha0IIOTeHHA

(o]
o
o

HCX00B, %o
3
o

K)’M}’JISITHBHaH H0JIfl JeTaJdbHBIX

p=0,165
0,0
1] 1 2 3 4 5 5] 7
Cpox oT Haya/1a Ha0/IKIeHns], MecC.
- 25 24 24 24 24 24 T'pynma 1
Trrcmo MMamIreHToB 100
HAOTEONCHIIEM 25 23 22 2 21 21 T'pynma 2

Pucynok 13. KpuBas Kamnmana-Meiiepa, neMOHCTpHUpYIOIIAs KyMYJISTHUBHYIO

JIOJTFO JICTAJILHBIX MCXO0B B TpyIne 1 u 2 B 3aBUCUMOCTH OT Cpoka HaOmoaeHus [191]

«3a nepuoja HaOJIOECHHs y MAlMEHTOB B 1-i rpymnime oTMe4yanoch JOCTOBEPHOE
MOBBIIIICHHE (PYHKIIMOHANBHBIX BO3MOxkHOcTel. Ha ¢one mnpumema wuwHI'KT-2
yBeIMYWIaCh Mpoxoaumas auctanmus cormacHo TO6MX (p<0,001), HOBBICHIOCH
KauecTBO >kuM3HM 1o omnpocHuky MLHFQ (p<0,001), ymeHbpmumIach BBIPAXKEHHOCTH
onpimku  (p<0,001) w ymyummiocs kiMHHYECKoe cocrosiHue cornacHo I[IOKC
(p<0,001). B TO ke BpemMs BO 2-il rpymme MNpOU30ILIO CTAaTUCTUYECKH 3HAYNMOE
ymenblieHue aucranuun TO6MX (p<0,001), yxynmenue kayectBa xu3Hu (p<0,001),
ycuiunack ofsimka (p<0,001). Kmaunanueckoe coctosaue mo INTIOKC — 6e3 3HaunMBbIX

usmenenuit (p=0,05)». [TonHas xapakTepucTuka npeacrasiena B Tabmure 9.
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Ta6auna 9. /[uHamuka mokazareneil PyHKIMOHAIBHOIO CTaTyca 3a 6 MecsleB

HaOII0IEHUS
Iloka3are I'pynna 1 p I'pynna 2 p p p
Ju n=25 n=25 MEXKIY MEXKIY
Ucxonno | Yepes 6 Ucxonno | Yepes 6 rpynmnam | rpymmna
MECSIIIEB MECSIIEB " MH
HCXO0JAHO | 4epe3 6
Mecsie
B
Jucraniu 202,0 300,5 <0,001 256,0 198,5 <0,001 0,491 0,09
g TOMX, [170,0 - | [252,0 — * [162,0— | [142,0- *
METpPOB 289,0] 368,5] 359,0] 366,0]
Me [IQR]
KauectBO 65,0 53,5 <0,001 74,0 76,5 0,001* 0,823 0,002*
KU3HH [58,0 — [44,0 — * [58,0 — [55,0 -
COTJIACHO 76,0] 63,5] 82,0] 86,0]
MLHFQ,
0aJIoB
Me [IQR]
BripakeH 5,0 3,5 <0,001 6,0 7,0 0,002* 0,61 0,001*
HOCTB [4,0 - [3,0 - * [4,0 - [4,0 -
OJIBIIIIKU 7,0] 5,0] 7,0] 8,0]
I10 IIIKaJIe
bopra,
OaiioB
Me [IQR]
IIIOKC, 6,0 4,0 <0,001 6,0 6,0 0,05 0,702 0,001*
0aIIoB [4,0 - [3,0 - * [5,0 - [5,0 -
Me [IQR] 8,0] 5,0] 8,0] 8,0]

Jlauubie omyonrkoBanbl B [191]

«Ynyummenue kauaundeckoro reueHuss XCH depes 6 mecsiieB ObLIO OTBEPKICHO
nuHaMukoi ypoBHsE NT-proBNP u B/4 TpomnoHuHa: nmonoxuTenbHol — B 1-if rpymme u
otputiatesibHOM — Bo 2-i1 (P=0,001 u p<0,001 cooTBETCTBEHHO). 3HAUMMBIX U3MEHEHUN
npu oreHKe nmoyeyHor QyHkiuu B Buae nuHamMuku CK® B 1-if rpynmne He BBISBICHO
(p=0,475), onnako Bo 2-# rpymime Ha0moaanock ymensinenne CK® (p<0,001). Apyrumu
n3MeHeHusiMu Ha ¢oHe mpuema nHI'KT-2 cranm yBenwdenune ypoBHS reMoriiooOnHa u
reMaTOKPHTa, YMEHBIIICHUE KOHIIEHTpamuu Oenka B moue. Kak crenctBue mpsiMoro
mexann3ma nevicteua MHI'KT-2, B 1-ii rpynne 3Ha4YMMO CHH3MJIACh KOHUEHTpaLUs
rioko3bl B kpoBH (P<0,001)». J/IluHamuKka JTabOpaTOpHBIX MOKa3aTeleH MpeCcTaBicHa B

Taomure 10.



87

Tadoauma 10. J/[unamuka naGopaTopHbIX Tokazatened B 1 u 2-i rpymme 3a
Mecs11eB HaO0IeHUs

IHoka3zarenu | OcHOBHAsI rpynna p I'pynna koHTpoOJIst p p p
n=25 n=25 MEXKIY | MEKIY
HUcxonno | Yepes Hcxonno | Yepes 6 rpynna | rpymnmna
6 MecsieB MU MH
MecsIe HCXOAH | 4yepe3 6
B 0 Mecsie
B
Konrenrparr 3969,0 | 2100,7 | 0,001 5142 6298,0 | <0,001 | 0,621 | 0,015*
st NT- [1832,0 | [1191,5 * [1959,0 | [2734,0 *
proBNP, — - - -
I/ MJIT 7464,0] | 4388,5] 8998,0] | 10254,0]
Me [IQR]
Konnenrpan 48,6 449 0,004 85,8 92,2 <0,001 0,299 0,05
ust [24,0— | [19,4— * [34,2 — [45,3 - *
TPOIOHHKHA, 107,0] 102,7] 168,0] 196,5]
HI/MII
Me [IQR]
KonnenTparr 102,8 98,9 0,219 82,8 86,5 0,004* | 0,222 0,93
ust [76,5—- | [72,5- [67,6 — [70,9 -
KpeaTHHUHA, 120,2] 115,5] 118,0] 131,3]
MKMOJIB/JI
Me [IQR]
CKD, 67,8 + 70,2+ | 0,475 67,9 £ 63,5+ <0,001 0,99 0,33
MJI/MUH 24,3; 23,0; 26,3; 23,6; *
1,73m2 57,8 — 60,5 — 57,1 - 53,0 -
M=SD; 95% 77,9 79,9 78,7 74,0
an
KonmenTpart 20,5 19,2 0,015 15,7 17,9 0,004* | 0,065 0,488
usi 001IIero [15,8 - | [13,3- * [12,6 — [13,4 -
ounpyOunHa, 25,9] 21,1] 20,4] 28,8]
MKMOJIB/TT
Me [IQR]
KonnenTtpart 5,0 45 <0,00 4.8 4.9 0,012* 0,377 0,001*
Ul TIFOKO3BL, [4,7 - [4,3- 1* [4,5— [4,6 —
MMOJIB/JI 5,2] 4,8] 5,2] 5,2]
Me [IQR]
Konrenrparit 131,7+ | 137,2+ | <0,00 | 129,1+ 1259 + 0,217 0,497 | 0,008*
ust 10,6; 11,7, 1* 14,8; 15,5;
remorinoouna | 127,3— | 132,3 - 123,0 — 119,0 —
, T/ 136,0 142,2 135,3 132,8
M+SD; 95%
a1
I'emarokpur, 39,3+ 41,3+ | 0,015 38,0 + 37,2+ 0,324 0,23 <0,001
% 3,7, 3,4, * 3,5; 3,9; *
M+SD; 95% 37,7 — 39,9 - 36,6 — 35,5 -
a1 40,8 42,7 39,5 38,9
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IMoka3areau | OcHOBHasi rpynna p I'pynna xoHTpoJIsi p p p
n=25 n=25 MEXKTY | MexKIy
Hcxonno | Yepes 6 rpynma | rpymnmna
MecsIeB MH MU
HCXOIH | 4epe3 6
) MecsieB
Konuenrpan 45 4,6 0,008 4.4 4.4 0,054 0,516 0,036*
ust [41- [4,3— * [4,1- [3,8—
SPUTPOLIMUTOB 4,6] 4,9] 4,7] 4,5]
, 10¥12/n
Me [IQR]
Konnenrpan 6,8 6,1 0,015 6,8 6,1 0,172 0,977 0,725
ust [5,6 — [5,4 - * [5,2 - [5,3—
JIEHKOLIUTOB, 8,8] 7,8] 9,6] 7,2]
10*9/n
Me [IQR]
Komnrenrparr 253,0 259,0 | 0,753 207,0 187,0 0,445 | 0,043* 0,04*
ust [200,0 - | [200,0 [164,0 — | [159,0 -
tpomboruToB | 299,0] — 266,0] 252,0]
, 10*%9/n 289,5]
Me [IQR]
benok B 0,1 0,1 0,002 0,3 0,1 0,044* | 0,254 0,023*
Moue, /11 [0,03— | [0,02— * [0,03 - [0,05 -
Me [IQR] 0,5] 0,2] 1,4] 1,7]
VY nenbHbIN 1016 1019 | 0,004 1020 1017 0,623 0,366 0,102
BEC MOYH [1011- | [1016 - * [1013 - [1013 -
Me [IQR] 1019] 1021] 1022] 1020]

Jauubie omyosukoBanbl B [191]

«ITo manuabiM OX0KI" Bo 2-i rpymnmne orMmedanochk cHmkenue @B JDK — menuana
yMmeHbImiIack ¢ 55,0 [47,0 — 60,0] no 52,0 [43,0 — 58,0] % (p=0,001). B 1-ii rpymme
TaK)Ke oTMeuanach TeHaeHIus K cHmkeHuo @B JIDK, ogHako 3HaUMMBIX MI3MEHEHUN HE
nocturayto (p=0,238). Bne 3aBucumoctu ot mnpuema uHI'KT-2 nHabmoganoch
ymenbiienue K/AP JDK (p=0,046 nns 1-i rpynoel 1 <0,001 — ana 2-i), a Takxke
nporpeccupytoiiee yronmeHue creHok cepaua (p=0,011 u p<0,001 gms TMXKII,
p=0.004 u p<0,001 mns T3CJIK, cOOTBETCTBEHHO)».

«IIpu onenke CIJIA B o0eux rpynmax OTMEYaJIUCh CTaTUCTUYECKH 3HAUYMMBbIC
u3meHenus:: B 1-it rpynne — camkenue CJIA (p<0,001), Bo 2-i1 rpymne — yBeIuyeHHe

(p=0,008)». Innamuka IxoKI -mapameTpoB npeacrasiena B Tadmuie 11,
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Tadauma 11. {unamuka DxoKI mapamerpoB B rpynme 1 u 2 3a 6 MmecsieB

HaOJII0IEHUS
Ioka3zaTtenn | OcHoBHasi rpynna p I'pynna kouTpoJs p p p
n=25 n=25 MEXIY | MeX
Hcxonno | Yepes 6 Hcxonno | Yepes 6 rpymnmna y
MecsdLeB MecAaLleB MH rpyn
HCXO0IH nmamMmm
0 yepes
6
MecHd
1HeB
OB JIK, % 60,0 59,0 0,238 55,0 52,0 0,001* | 0,089 | 0,007
Me [IQR] [54,0 - [55,0 - [47,0 - [43,0 - *
60,0] 60,0] 60,0] 58,0]
KJP JIK, cm 45+ 44 + 0,010* 43+ 4,2 + <0,001 | 0,481 | 0,433
MzSD; 95% 0,5; 0,6; 0,6; 0,6; *
an 42-45 | 41-46 41-46 | 39-45
TMXII, mm 17,0 17,0 0,011* 16,0 16,0 <0,001 | 0,118 | 0,323
Me [IQR] [15,0 - [14,0 - [13,0 - [14,0 - *
18,0] 18,0] 17,0] 17,0]
T3CJDK, Mmm 16,0 15,5 0,004* 15,0 15,5 <0,001 | 0,088 | 0,196
Me [IQR] [13,5- [13,0 - [13,0 - [13,0 - *
17,0] 17,0] 16,0] 16,0]
CIUJTIA, MM pT 37,0 30,0 <0,001 37,0 40,0 0,008* | 0,778 | 0,001
CcT [32,0 — [25,5 - * [35,0 - [35,0 - *
Me [IQR] 46,0] 39,5] 46,0] 53,0]
Crernen 1 4 (16,7) | 6(24,0) - 4(16,0) | 3(13,6) - 0,629 | 0,269
» MP, 2 | 18(75,0) | 17 (68,0) 17 (68,0) | 13 (59,1)
a0c. 3 2 (8,3) 2 (8,0) 4(16,0) | 6(27,3)
(%) 4 | 0(0,00 | 0(0,0 0(0,00 | 0(0,0)
CreneH 1 [8(32,0) |6(24,0) - 10 (41,7) | 6 (27,3) - 0,230 | 0,476
» TP, 2 |10(40,0) | 15 (60,0) 12 (50,0) | 11 (60,0)
abc. 3 [7(28,00 |3(12,0) 2 (8,3) 4 (18,2)
(%) 4 (00,0 |[1(40) 000 |1(49)
Tun 1 5(20,0) | 4(16,7) - 3(12,0) 1(4,5) - 0,588 | 0,244
A, 2 9(36,0) | 9(37,5) 7(28,0) | 6(27,3)
?Sc) 3 | 11(44,0) | 11(45,8) 15 (60,0) | 15 (68,2)
0

I — muactonuueckast quchyakums; KJIP JDK — koreuHO-1racTOMuYecKuii pasmep JeBOTO KETyT0UKa;
MP — mutpansnas perypruranus; C/IJIA — cucronnyeckoe aasienue B aserounout aprepuu; T3CJDK —
TOJILIMHA 3aJHEN CTEHKN JIeBOro kenynouka; TMOKII — ronmuna Mexokeny104koBoi neperopoaxu; TP

— TpuKycnuaaigbHas peryprutanus; @B JDK — ¢pakuus BeiOpoca 1eBoro xemyao4uka

Jauuble omy0rkoBaHbl B [191]
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3.4. Cnenuu4HOCTH M YYBCTBUTEIbHOCTh CHMHTUTPAGUYECKNX IAPAMETPOB

s u3yyeHus

apamMeTpoOB OTHOCUTEIBHO KOMIUIEKCA KIMHUKO-JIUAarHOCTUUYECKUX JAHHBIX OBLIU
chOpMHPOBaHbI 2 TPYIIBI: OCHOBHAS TPYIINa ¢ YCTaHOBJICHHBIM nuarHo3oM AKMII u

rpynna ¢ 1octoBepHbiM oTcyTcTBeM AKMII 1 Hanndrem nHbIX 3a0071€BaHU CepICYHO-

COCYAUCTONM  CHCTEMBI.

uccienoBanne. KnuHuko-nemorpapuueckas XxapakTepUCTHKA TPYINa MpeCTaBlIeHa B

Taomure 12.

Ta6auna 12. Knuauko-nemorpaguieckue XapakKTepruCTUKH TPYIII

CHGHI/I(bI/I‘lHOCTH N YYBCTBUTCIIBHOCTH PAAWMOHN30TOITHBIX

Bcem mnanmeHTtamMm OBUIO MPOBEAEHO  PaJIMOU30TOIHOE

aoc. (%)

I'pynna ¢ I'pynna 6e3 p

AKMII AKMII

n=108 n=108
[Ton (oxeH. / myx.), | 39(36,1)/69 | 56 (51,9)/52 | 0,020*
aoc¢. (%) (63,9) (48,1)
Bo3spact, nojHbIX JeT 65,9+10,8 65,9+15,2 0,498
MzSD (95% 1) (63,9-68,0) | (64,2-70,0)
ApTepuanbHas TUIepTeH3Hs, a0c. 40 (37,0) 87 (80,6) <0,001*
(%)
Mimemuyeckas 00Jie3Hb cepna, aoc. 9 (8,3) 30 (27,8) <0,001*
(%)
XpoHHUYECKas cepaeyuHas 103 (95,4) 92 (85,2) 0,012*
HEJI0CTaTOYHOCTH, a0c. (%)
Hapymienus putma cepana, ade. (%) 78 (72,2) 62 (57,4) 0,023*
HapymieHust mpoBOANMOCTH CEPAIIa, 69 (63,9) 44 (40,7) 0,001*
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OG6e rpynmbl OBLIM COMOCTAaBUMBI 1O Bo3pacTy, P=0,498. [1pu oreHKe reHaepHbIX
paznuuunii ctatuctudecku 3Haunmo vaie AKMII BeisiBnsinacsk cpeaun myxuns, p=0,020.
B rpynne ¢ AKMII y manuentoB Obuia 6ombie yactoTa BoisiBaeHuss XCH, p=0,012, a
taxoke HPC u HIIC, p=0,023 u 0,001, coorBeTcTBeHHO. Al' M mieMuuyeckas 00JI€3Hb

cep/ia, HampOTUB, CTATUCTHUECKHU 3HAUYMMO Yallle BBIABISUIMCH B rpymme 6e3 AKMII,

p<0,001.

B rpynny ¢ noctoBepHbiM orcyTcTBUeM AKMII Bomuim mamueHTsl Kak ¢
rUnepTpoPuyecKkuM (PEeHOTUIIOM KapIUOMHUONATHH, TaK U C OTCYTCTBHEM IPU3HAKOB
YTOJIIEHUs! CTeHOK cepaua. CTpykTypa 3a00yeBaHUI 10 HO30JIOTUSM MpEACTaBiIeHa Ha

Pucynke 14.

= ApTepHasbHasi THIEPTEH3HS

&=

= ['mneprpoduueckas
KapAMOMHOTIATHSI

= Mmemuueckas 00J1€3Hb cepaua
AopTanbHbIi CTEHO3

= Hapymenus putMa ccep/a

= HEBIC KapJuoMuonaTun

Pucynok 14. CtpykTypa 3a00JieBaHUN B TPYIINE C JOCTOBEPHBIM OTCYTCTBHEM

AKMII

IIpy KIMHUYECKOM HCCIEAOBAHUM OLIEHMBAINCh MPHU3HAKH CHCTEMHOCTU
3a0oneBanusi. Cratuctuyeckd 3HauuMo dame B rpynne ¢ AKMII nabmronanuck

MPU3HAKH MOPAKEHUS MHBIX CUCTEM opraHoB. JlaHHbie npencTaBieHsl B Tabmuie 13.
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Ta6auna 13. JlaHHbIE KIMHUYECKOTO UCCIIEI0BaHUS 00EUX IPYIII

I'pynmna ¢ I'pynna 6e3 p

AKMII AKMII

n=108 n=108
[Mopaxenue HEPBHOM 62 (57,4) 25 (23,1) <0,001*
cucreMsl, aoc. (%)
[Topaxenwue mouek, ade. (%) 81 (75,0) 33 (30,6) <0,001*
[TopaxxeHre MATKUX TKaHEH, 34 (31,5) 0 (0,0) <0,001*
aoc. (%)
CHmXeHNEe MacChl Teja B 28 (26,7) 1(0,9) <0,001*
aHaMHe3e, aoc. (%)

IIpu onenke kapauocnenupuyeckux Mapk€pos B rpynne ¢ AKMII nabmonanucek
Oonee Boicokue 3HaueHuss NT-proBNP — 42725 [1917,4 — 8801,712] nr/mi mpoTuB
1147,0 [452,2 — 2742,1] nr/ma, p<0,001. Jlanusie mpencraBicHbl Ha Pucynke 15.
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Pucynok 15. CpaBaenue mna3meHHoi konuentpauu NT-proBNP y nmaruenTos ¢
HannuueM AKMII u ¢ nocroBepubiM orcyTcTBUEM AKMIIIIoMuMO pagnon30TOMHOIO
MCCIICIOBAHUS BCEM MallMEHTaM peructpupoBaiachk 12-kananbHas JKI', BeImosHsIack
Ox0KI' ¢ MeTOIMKO# CIIEKJI-TPEKUHT, a Takke MPT cep/ilia ¢ KOHTpacCTHBIM yCUJIEHUEM

raJI0JTMHUEM.

B pamkax OKI' nuarHoCTHKM OLEHHMBAJIOCH HAJIMYME PYOLOBBIX U3MEHEHHI Ha
OKT', a Takxke BonbpTax KoMmiuiekcoB QRS, 4To sBisieTCS KOCBEHHBIMHM TMpPHU3HAKAMU
AKMII. Kak cHMXEHHBIN BOJIBTAX, TaK U «IICEBAOPYOIIOBBII» MAaTTEPH CTATUCTUIECKU
3HAYMMO vanie Habmoaanuch y nanueHToB ¢ AKMII B cpaBaenuu ¢ rpynmnoi 6e3 AKMIT

— 58,6% nipotuB 1,9%, p<0,001 u 58,6% npotus 20,4%, p<0,001, cooTBETCTBEHHO.

[To mamabiM DxoKI'-mcciemoBanus MOAABIISIONIEE OOJBIIMHCTBO ITAIIMEHTOB C
AKMII (96,3%) wumenu runeptpoduyeckuii QEeHOTUI, NPU3HAKOB OOCTPYKIUU
BbIHOCsIEero Tpakta JDK cpenu manueHToB BeisiBJIeHO HE ObL10. B rpymme 6e3 AKMIT
npu3Hakyu runeptpodun Habmonamucek y 81 mamuentos (75,0%), 12,0% u3 HUX umenn
npu3Haku o0cTpykiuu BeiHocsero Tpakra JOK. Tommuaa MXKII Ob11a cTaTucTHYECKH

3Ha4MMO Oostee BhipakeHa B rpymnme AKMIT — 16,0 [13,5 — 17,5] mm npotue 13,0 [12,0
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—15,0] mm, p<0,001. ®B JIXKX B rpynne 6e3 AKMII 6b11a cTaTUCTHYECKH 3HAYMMO BBHIIIIE,
Menuana coctasuiia 60,0 [50,0 — 60,0] % npotus 55,0 [48,0 —60,0] % B rpynne c AKMII,
p=0,006.

[lo nanHbIM cneka-TpekuHr DXOoKI' TunuuHbIN 0a3anbHO-alMKaNIbHBIA MATTEPH
n3MmeHeHus: GLS Obut BoisiBieH B 91,7% cinydaeB nanuentoB ¢ AKMII. B rpynne 6e3
AKMII Tunuuselil naTTepH HaOmMoAaNCsA y 7 manuueHToB (6,5%), Bce MalueHThl UMENN
i umiuiantTupoBansbil OKC, unn HIIC o tuny 6noxaznst JIHIIT. B 3aBucumocTtu ot
Hannuusi AKMII BbIsSIBIEHBI CTATUCTUYECKU 3HAYMMBIE PA3JIMUUs B YACTOTE BBISIBICHUS

TUTIAYHOTO anrKaabHO-0a3anpHOTO0 marTepHa m3Menennst GLS, p<0,001.

MP-uccnenopanue Obl10 BbIMOMHEHO 88 (81,5%) mammentam ¢ AKMII u 90
(83,3%) mnamumentam 6e3 AKMIIL. OcrtaibHble MalMEHTHl HMENIW a0COIOTHBIC
MPOTUBOINOKAa3aHusl, yaiie no npuurnne Hanuuusa DKC. Cpeau nanuentoB 6e3 AKMII no
nanueiM MPT cepaiia ¢ KOHTpaCTHBIM YCUJIEHHUEM JIMIIL y 2 MaIllMeHTOB OOHAPYKEHO
HAKOIUICHUE TaJIOJIMHUSA, XAPAKTEp paclpeleIeHus] KOTOPOrO MOI COOTBETCTBOBATH
AKMII, ongHako Mo KOMIUIEKCY J1a0OpaTOPHO-UHCTPYMEHTAIBHBIX YOEIUTEIbHBIX
nanabeix 3a AKMII B nanbHeiem He BbisgBiaeHO. B rpynne AKMIT MP-uccinenoBpanue

BBISIBIJIO TipU3HaKku 3a0oneBanus B 92,0% ciayuaes, p<0,001.

4 maumenta (3,7%) w3 rpynnel nanueHtoB 06e3 AKMII umenu mnokaszaHus K
nposenennio OMBb, 1o TaHHBIM THCTOIOTHYECKOTO MCCIICIOBAHUS JEMO3UTOB aMUIION A
B OumonTarax oOHapyxeHo He Obuto. B rpynmme AKMII Owuornicus BwimonHena y 39

nanueHToB (36,1%), 34 U3 KOTOPHIX UMEIHN TOJIOKUTEIBHBIN PE3yIbTAT HA AMUJIOU]I.

[Tpu mmanapHoM crmHTHTpadudeckoMm uccienoBanuu H/Cl Obuto craructiuecku
3HaunMo Bbille B rpynne AKMIT — 1,46+0,32; 95% JW: 1,40 — 1,52 npotus
1,18+0,13;95% AU: 1,15 — 1,20 B rpynne 6e3 AKMII, p<0,001.

99,1% mnauuentoB 6e3 AKMII npu monykoan4ecTBEHHOW OLIEHKE HAKOIUICHUS
P®II B Mmuokape otHocuTenbHO KocTel ckenera nmo ganHeiM OOKT/KT umenu creneHpb
HakoruteHuss 0. Jlaaaesie mmanapHoro ucciaegoBanus u OOKT/KT mpencraBieHsl B

Tabmnure 14.
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Tadoauna 14. Cuuaturpadudeckue mapameTpsl y nanueHToB ¢ Hammunem AKMII

U ¢ J0CTOBEPHBIM OoTcyTcTBUEM AKMII

I'pynna ¢ I'pynna p
AKMII 0e3 AKMII
n=108 n=108
H/CI 1,46+0,32; | 1,18+0,13; | <0,001*
M=SD; 95% AU 1,40-152 | 1,15-1,20
Grade, a6c. 44 (40,7) 107 (99,1) | <0,001*
(%) 17 (15,7) 1(0,9)

13 (12,0) 0(0,0)
34 (31,6) 0(0,0)

w| N | O

[Ipu conocTaBieHUH Pa3IUYHBIX KOJIMUYECTBEHHBIX U MOPSAIKOBBIX TEPEMEHHBIX C
noMonipl0 Kodhduimenta panroBoi koppenanuu CnupmeHa ObUIM YCTaHOBJICHBI
CTaTUCTUYECKU 3HAYUMBIE TPSAMbIE KOPPEISIIUOHHBIE CBSI3UM  PAJAMOU30TOIHBIX
napametpoB (H/Cl, crenenp Hakomienuss POIT o mkame Perugini) ¢ KoHIICHTpaIUei
NT-proBNP (p=0,311, p<0,001 u p=0,281, p<0,001), TMXKII (p=0,214, p=0,002 u
p=0,309, p<0,001), a Taxke Tamom AKMII (p=0,632, p<0,001 u p=0,792, p<0,001).
YcraHOBIIEHA YMEPEHHOW TECHOTHI 1Mo mkajie Yemmoka koppensiuonHas cBsi3b H/CI ¢
konneHTparueir NT-proBNP, cnabas ¢ TMXKII u 3amernas ¢ tunom AKMII;
KOppeJsiMoHHas cBsi3b creneHu HakoruieHuss P®II crnaboit TecHotsr ¢ NT-proBNP,

yMmepenHor ¢ TMXII u cunbHas cBsa3b yctaHoBieHa ¢ Tunom AKMILL

bruta npousBeaeHa onenka 3aBucumMocTy BoisiBiieHUs: AT TR-AKMII ot 3nauenuit

H/CI, B pe3ynbrare yero nonyuena ROC-kpuast (Pucynok 16).
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Pucynok 16. ROC-kpuBas, WIIIOCTpUPYIOMIAs 3aBUCUMOCTh BEPOSATHOCTH
ATTR-AKMII ot 3nauenunii H/ClITnomans mox ROC-kpusoii (prcyHok 16) cocTaBuiia
0,87£0,04; 95% JAU: 0,79 — 0,95. IlomydyeHHass MO OblJIa CTATUCTUYECKHU 3HAYNMOM,

p<0,001.

[ToporoBoe 3nauenue H/Cl B Touke cut-off pasno 1,30. Ilpu 3nauenusx H/CI
OOJBIINX WM PABHBIX TIOPOTOBOTO 3HAYCHHS ITPOTHO3MPOBAICS BBICOKMHM PHCK
BoisiBicHUsT ATTR-AKMII. UyBCTBUTENBHOCTh M CHEUUPUIHOCTH METOJA COCTABHIIU

89,4% n 63,9%, COOTBETCTBEHHO.

Taxke Oblma mpom3BeneHa oreHka 3aBHCUMOCTH BbIgBiacHUs ATTR-AKMII or
MOJIYKOJIMYECTBEHHOM OLIEHKH cTereHn HakoruieHus: POII, B pe3ynbrare 4ero nosiydeHa

ROC-kpuBas (Pucynok 17).
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Pucynok 17. ROC-kpuBas, WUTIOCTpUPYIONIAsl 3aBUCUMOCTh BEPOSATHOCTHU

ATTR-AKMII oT noiykoJinuecTBEHHOM OIIEHKH cTeneHu HakoruieHus: PDIT

[Tnomans mox ROC-kpuBoii (pucynok 17) cocraBuna 0,94+0,03; 95% IAU: 0,89 —

0,99. Ilonmyyennas mMojienb OblIa cTaTUCTHYeCKH 3HauuMoi, p<0,001.

[ToporoBoe 3HaueHue creneHu HakoruieHus POIT B Touke cut-off pasuo 2. Ilpu
3HaueHUAX creneHu HakorieHuss POIT OonblMx WM paBHBIX MOPOTOBOIO 3HAYEHUS
nporHo3upoBaiicst BbICOKM puck BblsiBIeHHs ATTR-AKMII. YyBcTBUTENBHOCTh U

crnenuguaHOCTh MeToAa cocTaBuiu 89,4% u 92,0%, COOTBETCTBEHHO.

ITocTpoena perpeccuonHas Mojielb 3aBucumMocty Hamuuss AKMIT. Habmronaemas
3aBHCHMOCTH OIHUChIBacTCcs ypaBHeHuem: P = 1/(1+e?) * 100%, z = -6,8 + 5,2*Xyc +
4. 8*Xcmr + 4.9*XgLs + 6,3*XmpT (l),
rae P-sepositHocTs Hanumuust AKMIT (%), Xyc — Hamnune nopaxxeHuss HEPBHOU CUCTEMBI
(0 — orcyrcrBue; 1 — Hanmmume); Xcmr— HATMYKME CHIDKEHMS Macchl Tena (0 — OTCyTCTBUE;
1 — nanmuuue); XgLs— Hanmuuue TunuaHoro narrepHa AKMIT o qaHHBIM CHIEKJI-TPEKUHT
Ox0KI' (0 — Hetunuunbii, 1 — TunUYHbIN); Xvpr— Hanmmune MP-nipru3HakoB amuion03a

(0 — orcyrcTBHe; 1 — HamMuuE).
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[lonmyyeHHass perpecCMOHHas MOJENb SBJISETCS CTAaTUCTHUYECKH 3HAYMMOM
(p<0,01). Ucxoas n3 3nadeHus Ko3pPUIMeHTa gerepMuHanun Halpkenkepka, Moaelnb
(1) ompenensier 91,3% nucnepcun BeposiTHocTH Hammuust AK. UyBCTBUTENBHOCTH
MOJIEJIN cOCTaBHJIa 92,9%, Crenu(puIHOCTh - 98,8%
Jlmaraoctuueckass 3¢ dextuBHOCT,  Momenu  95,9%. Hcxoms w3 3HaueHUH
perpeccuoHHbIX K03 OUIIMEHTOB, TPEIUKTOPHI UMEIOT MPSIMYIO CBSI3b C BEPOSTHOCTHIO

namnuuss AKMII (Pucynok 18).

Speckle-tracking T |
MP-nipizHaku °
CHIKeHHe MacChl Tena ®
[Topaxenne HC °
Q0 100 10,00 100,00 1000,00 10000,00 100000,00
OIll; 95% TN

Pucynok 18. IIpornocTrueckas perpecCHOHHasE MOJIETIbh 3aBUCUMOCTH HATHUMs

AKMII

IToctpoena perpeccuonHas Mojenb 3aBucuMoctu Hamuuus ATTR-AKMIL
HaOmnromaemast 3aBUCUMOCTh OnuchiBaeTcs ypaBHenuem: P = 1/(1+e”?) * 100%, z = -2--2
+ 2,3*XBospacr — 122,9* X + 63,2*Xuc + 26,1*Xarage (1), rae P - BeposTHOCTS HATMUMS
amMuionHON Kapauomuonatud (%); Xgospacr — BO3pACT MHalueHTa; Xpyc — HAIMYUE
nopakxeHus: HepBHOW cuctembl (0 — orcyrcTBue; 1 — Hanmmuue); Xgrage — CTEIMCHb
Hakorieauss P®OIT mo manaeiMm ODKT/KT (0-3); Xcemy — wammuwe CJIL mpwu

MMMYHOXUMHUUYECKOM uccaenoBanuu (0 — orcyrcTBue, 1 — Hanuuue).
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[TomyyeHHast perpecCMoHHasi MOJENIb SABJISETCS CTAaTUCTUYECKH 3HAYUMOMN
(p<0,01). Ucxoas 3 3HadcHHUs KO3PPUIIMCHTA eTepMuHanuy Halpkenkepka, MoIeb

(1) onpenensier 100,0% nucnepcun BeposatHocTy Hanuuug ATTR-AKMII.

UyBCcTBUTENBHOCTh Monenu coctaBuwina 97,9%, cnemudpuyanocts - 98,9%
Huarnoctuyeckas 3¢dextuBHOCT, Moaenun  96,3%. Wcxons W3 3HaYeHUM
pErpecCHOHHBIX KOA((UIIMEHTOB MPEAUKTOPHI cTeTeHb HakorieHus POII, mopaxenue
HC, Bo3pact UMEIOT NpsMYIO CBA3b C BepoATHOCThIO Hanmmuusgs AKMII, npenukrop

nHanmuue CJILI - oopatryro (Pucynok 19).

00 5,00 10,00 15,00 20,00

3axsar POII —0— .....
[Topaxenne HC °
Bospact -

00 5,00 10,00 15,00 20,00

OII; 95% a1

Pucynox 19. [Ipornoctudeckas perpeccuoHHas MoJieb 3aBUCUMOCTH Hanmnuus AT TR-

AKMII

3HaYMMOE KOJMYECTBO MAIMEHTOB HAMNpPAaBJISETCS B OKCHEPTHBIM IEHTP MO
ammionno3y cepaua «®@I'bY HMUIIK um. ak. E.M. YazoBa» MunsznpaBa Poccun ¢
HampaBuTedbHbIM  auarHo3oM ATTR-AKMIIL.  Cyxaenuss 00 53ToOM  3a4acTyro
OCHOBBIBAIOTCS TOJBKO HA pe3yibTaTax cuuaturpaduu Muokapaa ¢ P"Tc-PYP npu
orcyrcTBuM TUNUYHBIX OXOKI" u MP-npusnakoB AKMII. Ilpu neraibHOM aHanm3e
MPEOCTABISIEMbIX CIIMHTUTPAMM 00paIlliaeT Ha ce0si BHUMaHUE HEKOPPEKTHOCTh CAMOT0

HCCIIEIOBaHUSI B BUJE HEJOCTATOYHOTO BpeMEHM AKcno3uiuu POII u/unm oTcyTcTBUs
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dba3zer  OOKT/KT, uro TpebOyeT TOBTOPHOTO TMPOBEACHUS  PaTUOU30TOIHOIO
VCCJIEIOBAHUS.

Ham xorenock ObI MPOJEMOHCTPUPOBATH HA HECKOJIBKUX KJIMHUYECKUX MpUMEpax
PSAI AMArHOCTUYECKUX OLIMOOK, C KOTOPHIMU MBI CTOJIKHYJIHCH.

IManuenT P., 54 roaa.

Nmeer nnutenbHblil aHamHe3 Al'. B TeueHue HECKOIBKHX JIET Ha 3JEKTPOHHBIX
yacax JI€TEKTHpPOBajach apUTMUs, OJHAKO IO 3TOMY IIOBOJy HE 0OclienoBaics,
cyonrexkTuBHO He omrymian HPC.

B 2022 roxy nepenec HOBYIO KOPOHABUPYCHYIO MH(DEKITUIO, ITOCIIE YeTO OTMETHII
CHIPKEHHE TOJIEPAHTHOCTU K (DU3WUYECKOM Harpyske, OJABIIKY Mpu (PU3HIECKUX
Harpyskax. [Ipu ob6cnenoBanuu Ha DKI' BiepBbie BhIsIBIIEHA MEepcUCTUpYIOIIas (hopMma
@II. ITo garueiM Ox0KI" ®B JIXK cumxena 1o 35%, TMIXKII 14,5 mm u T3CJDK 12 mm.
NT-proBNP 354 nr/mn. HaznaueHa tepanus NeTIeBbIM AUYPETUKOM, PUTMYpPEKAIOIIast
tepanus, Tepanust XCH. Bwimonnena MPT cepnna: acummerpuunas runeptpodus
muokapaa JIK ¢ nannuunem pacnpoctpaneHHoro Gpubdposa, 6€3 mpu3HakoB 0OCTPYKIIUU
BbiHOCsIIEro TpakTa JOK (TMXII o 19 mm). HexkommnakTtHbIil Mmuokap JDK.

B cBsi3u ¢ coxpanenuem nuzkoit @B JIXK Ha pone ontumanshoit Teparuu XCH ¢
HEIbI0 MPO(PWIAKTAKY BHE3AlHOW CEpACYHOM CMEpPTH BBINOJHEHA WMILIAHTAIUs
noakoxxkaoro KBJI.

Cuunrurpadus muokapaa ¢ P™Tc-PYP BelmonHeHa B peXuUME IUIAHAPHOM
cruaTHrpadur 1 OOKT/KT uepes 1 wac nocie Beenenus POIIL. H/CI - 1,41, B npoekiuu
cepaua ciabounteHcuBHOE nuddy3Ho-ouaropoe HakorieHue PDII, coorBeTcTBYyMOIIIEE
grade 2 (Pucynok 20). [Ipy IMMyHOXHMMHUYECKOM HCCIICOBAHUM CHIBOPOTKH KPOBU U
MOYM JAHHBIX 3a HaJIM4YUME MOHOKJIOHAJBbHOW CEeKpeluu He BbigBIecHO. C yueToM
MOJIOKHUTEIIBHOTO pe3yibTaTa CIUHTUTpadun MHOKapja ycTaHoBiieH quarHo3 ATTR-

AKMII, HanpasieH AJis peleHus BOpoca O HA3HaYE€HUH MATOTEHETHYECKON TEPANUU.
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Pucynox 20a, 6. J[annbie miianapuoii cuunturpaduu (a) u OOKT (0) maruenta P.

Ha aMOYJIaTOPHOM 3Tane

ITpu o6pamenuu B «®I'bY HMHUIIK um. ak. E.1. Yazosa» Mun3zapasa Poccun
MalueHT oOclieloBaH MOBTOpHO. KimHMuYecku mnpusHakoB jaexommeHncanuu XCH He
obu10. [IpH3HAKOB CHCTEMHOCTH 3a00JIEBaHUs HE BBISBIICHO.

NT-proBNP 720 nir/mn, B/4 Tponnonun 16 nr/mi. Ha OKI' — cuHyCOBBIN pUt™m C
UCC 62 ya/mun, 6e3 kocBeHHbIX npuzHakoB AKMII. Ilpu nposenenun IxoKID —
nunatauus JeBbix kamep cepaua, @B JDK 40-42%, MIXKII yronmena no 14 MM B
0a3aJlbHOM CeTMEHTe, B cpeaHeM - tommuHa 11 MM, S-o6pasnas ¢opma MIKIIL.
Hapymenue nuactonuyeckoit ¢yHkuuu Mmuokapaa JIK mo nceBmoHOpMaaIbHOMY THITY.
[Tpu mposenenun crnexn-TpekuHr DXoKI marrepr m3menennss GLS He TumudeH s
AKMII.

[TpoBenenne MPT cepaira 61710 HEBO3MOXKHBIM 110 TpuurHe MP-HECOBMECTHUMOTO
KB/I.

IIOBTOpHO  BBIIOJIHEHO  PAAMOM30TOIIHOE HMCCIECAOBAHHE 110  IPOTOKOIY,
yrBepxaeHHOMY Ha 0aze «OI'BY HMULIK um. ak. E.M. YazoBa» Munsnpasa Poccun.
H/Cl 4yepe3 3 waca — 1,15. Ilpu omenke cuuaTurpamm B ODKT/KT-pexume
BU3yanusupyercs curnai ot nyia kposu JUK u DK, nakomienus POII B crenkax JDK u
ITK ne Busyanmsupyercs. [lonykonumuectBenHas onenka mo ganasiM ODKT — Grade 0.
Haxonnenust POII B muokapze, xapakrepuoro mist ATTR-amunono3a, He BBISABICHO

(Pucynok 21). Takum o6pazom, nuarao3 AT TR-AKMII 6s11 uckioueH.
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Pucynok 2la, 0. [lanubie mianapHoil cuunturpadpuu (a) u OIKT/KT (6)
namuenta P. ®I'bY «HMUILIK um. ak. E.N. YazoBa» Munznpasa Poccun

ITanuenTka Y., 78 jer.

Nmeet nnutenvubiit anamue3 Al'. @I1 BrnepBbie Manudectuponaia 6osuee 20 set
Ha3aJ Ha (OHE MATOJOTMU IIUTOBUAHOM 3kene3bl. [locie nocTukeHus syTupeosa
nepedbon B paboTe ceplla CyObEKTMBHO HE omlymanuch. OfblIKa MpU HArpys3kKax

OECIOKOUT OKOJIO ABYX JIET, ¢ 2025 rojia 0TME4YaeT NOCTENEHHOE YXYAIIEHUE COCTOSTHUSI.

O6cnenoBana no mecty xutenbcTBa. Ha OKI' — Taxucucronnyeckuii mapokcusm
@II. [To nanasiM Ix0KI" — nunaranus nesoro npeacepaus, TMXKII no 18 mm, ®B JIXK
59%. 3anopo3pena AKMII.

[IpoBenena cuuaTurpadus Mmuokapaa ¢ P"Tc-PYP B pexuMme INIaHApHOM
CHMHTUTpa(UH B TIEpEIHEH U 3aHel mpoeKIuK uepe3 3 yaca nocie BeeacHus POIT. H/CI
- 1,57 (Pucynok 22). UIMMyHOXHMHYECKOE HCCIEAOBAHUE CHIBOPOTKH KPOBH M MOYH
moHokIoHampHOM cekpenuu CJIL He BeIBHO. C yuetom 3uHauenuit H/Cl >1,5
ycta"oByieH aguarno3 AT TR-AKMII, nanpasiena asis penieHus: Bornpoca 0 Ha3HauYeHU!

[IaTOTCHETUYECKOMN TepaIuiu.
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Pucynok 22. JlanHele 1UIaHapHOW cuuHTHUTpaduu mamueHtkn Y. Ha

amMOyJIaTOPHOM JTarie

[Ipu obpamennu B «OI'BY HMUILIK um. ak. E.W. YazoBa» Munszapasa Poccuu
obOcnenoBana moBTOopHO. KimHuYecku mnpusHakoB aexomiieHcaruu XCH He Obuio.

HpI/I3HaKOB CHCTEMHOCTH 3a00JICBaHUS HE BBHISIBJICHO.

NT-proBNP 579 nr/mn, /4 Tpononus 5,8 nir/min. Ha OKI' — ®I1 ¢ UCXK no 140
ya/muH. [Ipu npoBegenun OxoKI' — nunaranusa nebix kamep cepauma, B JDK 36%,
MXII ne yrommena (10 mm). Hapymenue nquactonuyeckoi ¢pynkuuu muokapaa JOK mo
TUIy 3aMelJieHHOM penakcaiuu. [lpu npoBenennn cneki-tpekuHr OXoKI' marttepH

n3MeHennsa GLS ne tunmmueH s AKMIL.

I[To nmamaeiMm MPT cepama - pwiaramust oboux mpeacepauii. CHuUXeEHUE
rnobanbHON cokparumoctd Muokapaa JDK. OugaroBoro mopaxkeHuss MHOKapaa
JKETyI0YKOB, MPU3HAKOB OO0JIE3HEM HAKOIUICHUS Ha MOJYYEHHBIX TOMOTpaMMax He

BBIAIBJICHO.

IIOBTOpPHO  BBIIOJIHEHO  PAAMOM3OTOIIHOE HCCIEIOBAHME IO  IPOTOKOIY,
yTrBepkieHHoMy Ha 6aze «PI'bBY HMUIIK um. ak. E.W. Yazoa» Munzapasa Poccumu.
H/Cl 4gepe3 3 waca — 1,39. Ilpu omenke cuuaTUrpamm B ODKT/KT-pexnme
BU3yanusupyercs curnai ot myisa kposu JUK u DK, nakoruienust POII B crenkax JDK n
ITK ne Busyanmsupyercs. [lomykonumuectBenHas onenka mo ganasiM ODKT — Grade 0.
Haxomienuss POII B Muokapae, xapakreproro misgs ATTR-amunonno3a, He BBISIBICHO

(Pucynok 23). Iuarno3 ATTR-AKMII 6b1u1 uckimrodeH.
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Pucynok 23a, 0. [lanubie mianapuoil cuunturpadpuu (a) u OIKT/KT (6)
nanueHTkn Y. ®I'bY «HMUILIK um. ak. E.W. YazoBa» Mun3zapasa Poccun

3.5 /lunamuka cuuHTUrpaduyecKux napamMeTpoB Ha ¢oHe Tepanuu TahpaMuaNCOM

OtnenbHbli WHTEpeC mnpencTtaBisitoT nanueHtel ¢ ATTR-AKMII, nnutensHO
IPUHUMAIOIIME TMaTOTEHETUYECKYI0 TEpanuio CTa0UIM3aTOpOM TPAHCTHPETUHA B
TeueHue 12 mecsaueB u Oosee. B Hacrosmee Bpemsl B HallleM HCCIEIOBAHUM TaKUX
nanueHToB 8. BBumy kpaitHe Masioi BBIOOPKH JOCTOBEPHOCTh CTATUCTUYECKOTO aHAIM3a

OorpaHuy4eHa.

3a nmepuon HaOmoAeHUs B 12 MecslleB HU Yy KOrOo U3 MalMeHTOB HE ObLIO

FOCHI/ITaJII/ISaI_II/Iﬁ B CTallMOHAP B CBA3HU C CCPACHHO-COCYAUCTBIMH ITPUYNHAMH.

[Ipu omenke kapauocnenupUUECKUX MapKepoOB HAOMIOAIOCh CHIDKEHUE
koHneHTparuu NT-proBNP B aunamuxe, p=0,012. HaGmromanack TeHIECHIMS K
CHIKEHUIO KOHIIEHTpaluu B/4 TponoHuHa, p=0,208. [TonpoOHbIe JaHHBIE PEICTABICHBI

B Tabmurie 15.
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Tadamma 15. Jlunamuka kapavocnenuduueckux MapképoB Ha  (oHe

natorenernyeckoi Tepanuu ATTR-AKMII B reuenue 12 mecsiien

HUcxoano Yepes 12 mecsinieB p
n=8 n=8

Konnentparmus NT- 4118,5 3168,5 0,012*
proBNP, rir/mn [2069,8 — 6804,8] [513,9 — 4326,5]
Me [IQR]
KonnenTparus 70,5 544 0,208
TPOITOHHMHA, TIT/MJIT [26,5 —121,4] [30,5 - 76,5]
Me [IQR]

[Tpu nmpoBenennu nmoBropHOoro IXoKI™ uccnenoBanus HaOIIOAAIOCH YMEHBIIICHHE
pasmepoB JDK, p=0,041. IIpu ouenke ®B JDK u TMXII cTtaTucTMYECKH 3HAYMMBIX
pa3auuuid B TMHaAMUKE HE BbIABJIEHO, P=0,715 u 0,68, coorBeTcTBeHHO. JlanHBIe DXOKIT

uccleoBaHusl npeacTaieHsl B Taomuie 16.

Ta6auna 16. Jlunamuka OxoKI mapamerpoB Ha (OHE MAaTOT€HETUYECKOU

tepanuu ATTR-AKMII B Teuenue 12 mecsien

Hcxoano Yepes 12 mecsinen p
n=8 n=8

®B JIK, % 60,0 52,0 0,715
Me [IQR] [44,0 — 60,0] [40,0 - 60,0]
TMXII, Mmm 17,0 18,0 0,68
Me [IQR] [15,0 — 19,5] [16,5 - 18,5]
KJIP JIK, cM 4,7 4,5 0,041*
Me [IQR] [4,4 -5,2] [4,3—4,9]

3a 12-mecsauHbIi IEpHO/1 B TUHAMUKE HAOII0/1aJIOCh YIYYIIIEHUE KaueCcTBa KU3HU,

p=0,037. Kpome Ttoro, Ha ¢oHe maroreHeTndeckor Ttepanun ATTR-AKMII
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HaO0JII0/1aJTOCh YBEJIMUECHHUE MPOXOAUMOM nuctaniuu corjaacno TOMX, p=0,051. Jlanasie

npescranieHsl B Tabmuie 17.

Tabmmuna 17. Jlunamuka KIMHUKO-(QYHKIIMOHAJIBHBIX TOKa3aTesneld Ha (QoHe

natorenernyeckoi Tepanuu ATTR-AKMII B reuenue 12 mecsien

HUcxoano Yepes 12 mecsinen p
n=8 n=8
KauecTtBOo xM3HM 110 71,0 65,0 0,037*
ornpocanky MLHFQ, [52,5 - 78,0] [47,5—73,0]
OayoB
Me [IQR]
Juctanmus TOMX, 204,0 240,0 0,051
METpPOB [197,0 — 325,5] [188,5 — 334,0]
Me [IQR]

Bce nanmentaM taxke ObUIO BBIOJHEHO PajMOU30TONHOE uccienoBanue. [lpu
IUTAHAPHOM HCCIICIOBaHUKM HaOmonanach TeHacHnus k ymenbinenuro H/CI, p=0,05.
Hanupie OODKT/KT ¢ mnomykonnuecTBEHHOW OLIEHKOW pacnpeneneHuss POl

npeacTaBiieHbl B Tabuie 18.

Tadamma 18. JlunamMyka paAWoOU3OTOINHBIX TapaMmMeTpoB Ha  (oHe

naroreHetnyeckoit repanuu AT TR-AKMII B Teuenue 12 mecsiien

Hcxongno Yepes 12 mecsineB p
n=8 n=8

H/CI 1,64 1,57 0,05
Me [IQR] [1,56 — 1,84] [1,42 — 1,65]
Grade, a0c. 0 0 (0,0) 1-2 1(12,5) -
(%) 1 0 (0,0) 2 2 (25,0)

2 2 (25,0) 2-3 2 (25,0)

3 6 (75,0) 3 3(37,5)
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Hwxe npencrasieH oauH W3 KIMHUYECKUX IpuMepoB manuenta ., 86 aer, c
JTUAarHO30M HEHAacCJIeJCTBEHHOT'O BapHaHTa ATTR-AKMII, MOJTYYAIOIIETO
NaTOTCHETHUYECKYIO Teparnio B TedeHue 12 mecsies [192].

«[TateHT C [OIATENBHBIM aHaMHe30M Al', TepBUYHON HAANOYECYHHUKOBOM
HeZocTaTouHOCThI0. B 2018 rogy Obuta BEINOJHEHA KOPOHAPOAHTHOTPa(HUsl, BBISBICHO
MOTPAHUYHOE CTEHO3MPOBAHME KOpOHApHbIX aprepuil. I[lo manHbiM  OXxOKI
nuarHoctupoBaH AC yMEpEeHHON CTENEHW, Ha TOT MOMEHT BPEMEHU IOKa3aHUM K
XUPYPrU4eCKOd KOPPEKIMH KIamaHHOTO mopoka He Obuio. B 2019 romy mosiBumach
OJIBIIIIKA TIPU (PU3NYECKUX HATPY3KaAX».

«B 2022 roxy B pamkax o0cnenoBanus o ganHeiM OXoKI' nuarnoctupoBan AC
Tsokenoit crenenn (AVA 0,7 c¢Mm?), mO NOBOLY 4Y€ro B JAIbHEHIIEM BBINOJIHEHO
TPaHCKATETEPHOE POTE3UPOBAHKE a0pTAIILHOTO KJIalaHa. B paHHEM
MOCJICONEPAIIMOHHOM TMEepUO/Ie Yy MarueHTa pa3pmwiack 01okana JIHIIL, a Takke octpoe
HapyIlIEeHHE MO3TOBOr0 KpOBOOOpaleHusl B 0acceiiHe MpaBoil CpeTHEMO3TOBOM apTepHH.
[Ipoxoaun kypc HelpopeaOunuTtanuu. B nienom nocnie onepanuu 10 BecHbl 2023 roga
yyBcTBOBad ce0a ypaosierBoputenbHo. C BecHbl 2023 roga — HEOJHOKpaTHBIE
noBTOpHbIE AeKkoMneHcaruu XCH».

«IIpu mnoropHom OxoKI' wuccnegoBanum oOpaTuina Ha ce0d BHUMaHUE
3epHUCTOCTh MHUOKapaa, yroamieHue MOKIT no 20 MM, BBINOJHEHA CHEKI-TPEKUHT
Ox0oKI" — BBISIBIEH MATTEpH, XapakTepHbIN i amuionao3a cepana. NT-proBNP 4123
nr/mi. Ilposenena cuumaturpadus muokappa ¢ "Tc-PYP — H/CI 1,6, nmpu ouenke
ciiuaturpaMm B OOKT/KT pexume Busyanusupyercs BoIpakeHHOe HakoruieHne POIT
BO BCEM MHOKap/ie JIEBOTO U MPaBOTo KeryJoukoB, grade 3. [1o 1aHHBIM MOJIEKYJISIPHO-
T€HETUYECKOT0 UCCIIeIOBAHUS TTATOT€HHBIX M YCJIIOBHO-MIATOT€HHBIX MyTaluii B rene T TR
BBISIBICHO He Obuto. Takum oOpazom, B wutone 2023 roma manueHty Oblia
muarHoctupoBaHa ATTR-AKMII «aukoro tuma» u Hadata tepanus TadhaMuUIucOM B
no3e 61 mr/cyT».

«KoHTponpHBIE 00ciIeoBaHusT OBLIM MPOBEAEHBI uepe3 | ron HaOmrogeHus. 3a
NPOIICAIIMA TOJ TOCHHUTAIM3alui 1Mo mnoBoay jaekoMmmeHcaiuu XCH He Obuio.

Knunnuecku oTMmedaer yiydmieHHE COCTOsIHUS. 3adukcupoBaHa OecCHMITOMHAs
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OPTOCTATHYECKAasd THUIIOTEH3UsA, TMOATBEPKICHHAS TMIPU IPOBEICHUHU JJIMTEIBHOU
MAacCCUBHOW  OpTOMNpOoObl. DYHKIIMOHANBHBIN CcTaTyc 0€3 3HAUYMMOW JWHAMUKH,
nposeneHrne TOMX He mpencTaBIsIIOCh BO3MOXKHBIM, TaK KaK aKTUBHOCTh OIpaHWYEHA
NaTOJIOTME  OMOPHO-ABUTATENILHOTO  ammapara  (MAUMeHT  TepelBUraercs ¢
JOTIOJIHUTENIBHOU omnopoii). Kpome Toro, ormevanoch cHukenue ypoBHs NT-proBNP c
4123 nr/mi 1o 3128 nr/mu. Ilo nanaeiM Ox0KI™ 6e3 oTpuiiatenbHON TUHAMUKH - 00beM
nostocteit cepamna, CIJIA, @B JIK, TXKMII, T3CJIXK - 6e3 uzmenenuii. [lo nanasim XM-
OKI' coxpansieTcss yacTasi HaJKEITyJOYKOBasi SKCTPACUCTOJIMSA, BHYTPHUKEITYJOUKOBAs
0JI0Kaj1a, MHBIX HAPYUIEHUH pUTMa Cep/ilia U MPOBOAUMOCTH HE BBISIBIICHO».

«Ilo maHHBIM cumHTHrpadus Muokapaa ¢ “"Tc-PYP uepes 12 mecsanes mocie
npueMa tadamuaruca OTMEUYaeTCs MOJOKUTENIbHAS JUHAMUKA B BUJI€ HE3HAYUTEIBLHOTO
YMEHBIIICHHUsT WHTeHCUBHOCTH HakorieHus P®IT B muokapae, H/CI 1.53. IIpu onenke
cuuaturpamm B OOKT/ KT pexume Busyanusupyercss HakorieHue P®II Bo Bcem

MHOKap/ie JIEBOT0 M MPaBoro xeiayaodkos, Grade 2-3» (Pucynok 24, 25).

H/Cl =1,6 H/Cl =1,53

Pucynok 24. Jlannasle nnanapHoi cuuHturpaduu nauuenta L. nucxoano u yepes
12 mecsues npuema Tadamuauca. OTMedaeTcs yMEHBIICHUE yPOBHS HaKOIIIeHUs T C-

PYP B muoxkapae JIK (H/CI 1,6 -> 1,53) [192]
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RECON TOMO # TRANS-AC-51

612012023

L

Pucynok 25. [{annsie OOKT/KT manmenta 1. ucxomuo (Grade 3) m vepe3 12

MecsIeB nocie npuema tadpamuanca (Grade 2-3) [192]
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I'naBa 4. O0cy:xneHue pe3yjibTaTOB

AKMII - rpo3Hoe 3a001eBaHue ¢ KpaitHe HeOJAronpUsTHBIM POTHO30M B Cllydae
HECBOEBPEMEHHOM  JIMATHOCTHUKA W  OTCYTCTBHM MAaTOIN€HETHYECKON  Tepamnumu.
3aboneBaHne OTHOCUTCA K OpQaHHBIM, OJHAKO B HACTOAIIEE BPEMS BO BCEM MUPE
HaOMoAaeTcsl TeHACHIMS K yBenuueHuto 3aboneBaemocty AKMIIL. UccnenoBatenu u3
HanpnonansHoOro nenrpa ammiono3a coobmanu o 5 ciayvasx AL-AKMII Ha muumon
nanuenTo-er B 2008 romy [4]. Laires m coaBT. onmyOJIMKOBaIM JaHHBIC, COTJIACHO
kotopbiM Ha 2015 ron 3aboneBaemocth AL-AKMII cpenu B3pocioro HaceiaeHHs
cocraBisuia 8-10 ciydaeB Ha MHJUTMOH ManueHTo-neT, a k 2021 roay yBenuuuiach 10
16,7 cnyyaeB Ha MWUIMOH mareHTo-net [2]. 3abomeBaemocth ATTR-AKMII 1o
pa3HBIM HCTOYHMKaM BapbupyeT B mpeaenax ot 0,3 mo 4,3 ciaydyaeB Ha MWUIMOH
nanuento-ner, B 2008 romy no paHHbIM HanuoHanbHOro UEHTpAa aMHIIOWI03a
3abonmeBaeMocTh cocraBisia 0,08-0,2 cioyuass Ha MH/UIMOH manuenrto-ier [3, 4, 5].
Tounbix gaHHbIX 0 3a00seBaeMocT AKMII B Poccuiickoit @eaeparuu HeT. CornacHo
nanabM uccnenoBanus [IPUOPUTET cpeau 2001 manuenta ¢ XCHc®B AKMII 6buta

BBISIBJICHA TOJIBKO JIKIIb y 4 manueHToB (0,2%) [193].

B namem uccnegoBaHum 4yTh OoJiee, 4YeM Y TOJIOBUHBI OONBHBIX (55%) Oblia
nuarnoctupoBaHa AL-AKMII. B wuccnenoBannn Hamza u ap. [194] cpemn 1968
namnueHToB ¢ AKMII 57,3% umenu AL-tun, 31,7% - ATTRw u 11% ATTRv. B psne
apyrux pabotr mnpeBamupyroT mnamueHThl ¢ ATTR-AKMII. Tak, Hanpumep, B
MCCIICIOBAHNUM, TOCBAIICHHOMY OIEHKE KiIMHUYeckoro teueHuss AKMII no nanHeM
peructpa CARS, Bkmtoueno 82% manuentoB ¢ ATTR-AKMIT u 18% ¢ AL-[195]. B
padoty Champling u coasrt. BkimtoueHo 90 nmaruenToB ¢ AT TR-Tumnom, 30 — ¢ AL [196].
Cootnomenue tunoB AKMII, mo Oosbmieli 4YacTd, 3aBUCHUT OT H3Y4aeMOM IeNH
UCCJICMIOBAHMSI, a TaKXE OT HAMNpaBJIICHHOCTH MEIHWIIMHCKOTO  YUPEKICHUS,

OCYHICCTBIIAIOMICTO MCAUIIMHCKYIO ITIOMOIIIb.

Bo3spact manudecranuu AL-AKMII xapakrepuzoBaics 6ojiee paHHUM HayajioM B

cpaHenuu ¢ ATTR-AKMII. Opnako mnpu ngetaqsbHOM cyOaHanmW3e BO3pacT
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Manudecrtanuu npu AL-Tumne 6bu1 cornoctaBuM ¢ TakoBeIM TIpu AT TRV, B TO Bpems Kak
3HaYMMBbIC pa3Iudrs Ha0moanuch otHocutebHOo AT TRW. B nccnenosanuu Bachong u
JIp. TEMOHCTpHUpYETCs: Oosiee Moo 101 Bo3pacT narueHToB ¢ AL-AKMII B cpaBHeHNH ¢

nareHTamu ¢ ATTR-AKMIT: 73.2 + 15.3 ner u 84.2 + 8.1 net, coorBeTcTBeHHO [197].

Cpenu mamuenToB ¢ ATTR-AKMII yame Habmogaiuch Juia MY>KCKOTo ToJia
(78,7%), y xenuun ¢ AKMII yame BwisBissiace AL-AKMIL. Cxoxue naHHbIC
onuckiBalOTCs mo gaHHbIM peructpa CARS: 39% mnamuentoB ¢ AL-AKMII 6butn
XKeHIMHaMH, B To BpeMs kak AT TR-AKMII BeisisieHa y sxeHiuH B 13% ciyyaes [195].

[To manubiM peructpa THAOS 70.8% Beex nmarpieHToB ¢ AT TR-AKMIT — mysxuunnsi [34].

OcHOBHOI1 IPOOIEMON Pa3IMYHBIX CUCTEM 3JIPABOOXPAHEHUS SIBISIETCS MO3THSA
muarHoctuka AKMII, yto moaTBepuiIoch U B HaileM uccienaoBanuu. Kak Mbl MoxkeM
BUETH, B ciiyyae ¢ AL-AKMII oTcpouka B 1mario3ze MOKeT aocturath | roaa, 4ro, K
COKaJieHuto, (aTtasbHO )i 3TOM KOTOPTHI MAlMEHTOB, IMOCKOJBKY Mpu Haubosee
arpecCMBHOM TEYEHUHU 3a00JIEBaHMS MEIHMaHa JOKUTHSI COCTaBIsiET 6 MECSIEB IpHU
orcyrcTBuM TatoreHeTrueckod tepanuu [108]. B ciayuyae ATTR-AKMII memnana
BPEMEHU OT HayaJla CUMIITOMOB JI0 TTOCTAHOBKM MPABWJIHBHOTO JUArHO3a COCTaBWJIA B
HalieM wuccienoBanud 3,5 - 4 roxa. [lo maHHBIM MHUPOBOW JUTEpATypbl MeaHaHa
3agepkku B auarnoctuke ATTR-AKMII cocrasnser ot 0,8 10 3,9 net npu ATTRw [196,
197] u ot 2,1 — 3,7 netr s ATTRv [198-200]. B teueHne 3TOro BpeMeHH MaIlUCHTHI
HEOJHOKPATHO  TOCEMIAIOT  CIEHUAJIMCTOB B MEIUIIMHCKUX  YUPEKJICHUSIX,
TOCIUTAIIU3UPYIOTCS B CTAlIMOHAPHI, YTO OKA3bIBAET 3HAYMMYIO HATrPy3Ky Ha CHUCTEMY

37paBooXpaHeHus [7], a 3a0oneBaHne HEYKIOHHO POTPECCHPYET.

OmHMMH W3 OCHOBHBIX NMPUYHMH CTOJb TO3AHEH MUATHOCTHKHU SBJISIETCS HHU3Kas
MH()OPMUPOBAHHOCTh crienuanucToB B oTHomennn AKMII, a taxkxe pasHooOpasue
KJIMHAYECKUX MposBieHuil 3abosieBanus [201]. CoriacHo MaHHBIM, TOJYYEHHBIM B
HameM wuccrneoBanun, nomumo AKMII, y mamueHTOB B OONBIIMHCTBE CiIydae
BBISIBJISIETCSI CHUCTEMHOCTh aMWiougHoro mnopaxenus. Tak, B IlIBenckom peructpe

cucteMHOCTh nopakenust mpu AL-AKMII na6mromanace y 100% nanueHToB, B TO Bpemst
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kak npu ATTR-AKMII — y 38% ]. HecmoTps Ha OOIIHOCTH MAaTOreHe3a B BHUJIC
OTJIOXKEHHUSI HepacTBOPUMBIX (Guopwwt ammiouna, AL- u ATTR-amuionnos umeror
NPUHLUIMATBHO PA3IUYHOE KIMHUYECKOe TeueHue. Tak, Mo pe3yibraTaM Hallero
uccienoBanus nanueHtsl ¢ AL-AKMII 3HaunMo daiie MMEIOT MOpa)KEHHWE MOYeK IO
tunty nporeunypun (83,6% mnpotuB 46,8%), mnopakeHue BEreTaTUBHOW HEPBHOMU
cuctemsl (73,8% npotus 51,1%) ¢ 6osiee BeipaxkeHHOM runoToHuel (cucronuueckoe A/l
96,0 [89,0 — 103,0] MM prt. cT. B cpaBHenuu ¢ 105,0 [100,0 — 112,0] mm pt. cT.),
nopakenne Markux Tkaneu (47,5% mpotuB 14,9%) B Buge makporioccun (27,9%),
reMopparuueckux CIUBHBIX BhIChIaHuM (24,6%) u ocuruioctu rosnoca (39,3%). Taxxke
oonee xapaktepHo mia AL-AKMII Oputo cHuKeHue Beca, HAOIIOJAEMOE y TPETH
0onpHBIX (32,6%). CornmacHo psay HCCIEIOBAaHUM YacTOTa MOPAKEHUA IOYEK Y
nareHToB ¢ AL-tunmom AKMII cocranser 64-70 % [202, 203], BereTatuBHas HEpBHAS
CHCTEeMa BOBJIEKAETCs B aMIIIONTHBIH Tiporiecc B 30-65 % ciydaes [204, 205], mpumepHo
y  27% Habmomaetcs CHWwKeHHe Macchl Tena [204], mopakeHWe MSATKHX TKaHEH
HaOmomaercs B 12-19,9% ciygaeB [205, 206], uro coriacyercs ¢ JaHHBIMH,

IMOJIYYCHHBIMHA B HAIEM HCCJICIOBAHNH.

Y namuentoB ¢ ATTR-AKMII 3HauuMo 4yamie BBIABISIIOTCS IPU3HAKH
CEHCOMOTOPHOM TUCTaIbHOM osuHeriponatu (74,5%), MbIII€YHbIE TIPOSBICHUS B BUJIC
OTphIBa rojioBku Outiernca reya (14,9%), a Takke 1ByCTOPOHHUN CUHIPOM KapHajabHOTO
kanaina (29,8%). MupoBble HcciieoBaHus IEMOHCTPUPYIOT, uTo TeueHue AT TR-AKMII
COmpoBOXKAaeTcss HeWponatuedr B 44,4 - 71% cayuaeB [207, 208], wyacrota
BCTPEYAEMOCTH CHHJIPOMA KapHaJlbHOrO KaHaja BapbUpyeT B mpeaenax oT 33 go 86%
cnyyace [208, 209]. OTpblB TOJOBKM JBYIVIABOM MBIIIIBI  IJI€Ya  SBJISIETCS
naTorHoMoHUYHBIM cuMmnTomMoM ATTR-ammiionno3a, ero BCTpeyaeMOCTb COCTaBIISIET
30-38% cayuae [92, 210]. IlopakeHue Mouek, AaKe Ha cCaMOW paHHEH CTaauu
3a00JIeBaHUs, XapaKTEPHO ISl IPYTUX TUIIOB aMUJION03a, B yacTHOCTH uisi AL u AA
[211]. B Hamem ucciieioBaHUM MIPOTESHHYPUYECKAsl CTaINs TOYSUYHOU HETOCTATOYHOCTH
BCTpEYaJiach 4aille y ManueHToB ¢ AL-aMuIonm030M Mo CpaBHEHHIO C MAIlMEHTaMH C

ATTR. Xponunueckas 6one3up nouek (XBII) 2-3 cranguu BcTpedanach ¢ OJMHAKOBOU
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yacTtoTor Kak y manueHtoB ¢ AL, tak u ATTR. Tepmunansnoit craguu XbII cpeau
HallMX [allHEHTOB 3apETUCTPUPOBAHO HE OBLIO, YTO BEPOSTHEE BCETO SIBISIETCS
O0COOCHHOCTBIO BBIOOPKH MAIIMEHTOB HCKIIOYUTEIHHO KapAHOJIOTHYECKOTO MPOQHIISL.
Bwmecre ¢ Tem, npuunHamu pa3Buths XbII kpoMe NEPBUYHOTO MOPAKEHHS IMOYEK
aMUJIOUZOM, MOTYT SIBJIATHCSI MHBIE IPUYMHBI, B TOM YHUCJIE PA3BUTHE KAPANOPEHATBHOIO
cunapoma y nanueHToB ¢ XCH, ocoOeHHO B cTapiiieid BO3pacTHOM IpyIIIie MalueHTOB ¢
ATTRw [212] y KOTOpBIX HEpPEIKO BCTPEYACTCS COYETAHHE C THIIEPTOHHYCCKOM,
nuabeTrndeckoi Hedpomatuei. J[o HacTOSIIEro BpeMEHH HU B OJTHOM U3 MCCIICIOBAHUIN
NoKa3aTead MOYeUHOW (YHKIIMHM HE BKIIOYAIUCh B KAa4eCTBE KOHEYHBIX Touek [213].
Takum 00pa3oM, HECMOTpPS HAa CIOXKHBIA MEXaHU3M MOPAKEHUA IMOYEK y JaHHON
KAaTeropuy MaleHToB, He00XoauMo MoHUTOpupoBaTh CK®, cTeneHp NpoTeUHYPUH Y
[IALIUEHTOB C aMWJIOMJO030M BHE 3aBUCUMOCTH OT THIIA, IIOCKOJBKY 3TO HOCHT
NPaKTUYECKOE 3HAYEHUE MJisi ONPENECICHHUS 103 MaTOT€HETUYECKOW Tepanuu (Kak
XUMHOTEpANIeBTUUECKUMH  TpernapaTtamMu, Tak ©  crabwimzatopamu TTR) wu
CBOEBPEMEHHOT0 OOCYXIEHHUSI BOIPOCA O 3aMECTUTENIbHOW IMOYEYHOM Tepanmuu IpH

TepMuHaIIbHOM cTaguu XbII.

B mamem wucciaemoBanmn nanueHTEl ¢ AL-AKMII umenn 0Oosiee BBICOKHE
KOHIIEHTpaIuu Kapauocnenupuueckux mapkeépon: Mmenuana st NT-proBNP 6595,6
[3225,0 — 10680,5] rr/m potus 3096,0 [1166,0 — 5793,5] nr/mu, 1)1 B/4 TPONOHHUHA -
142,2 [42,4 — 257,4] ur/mn npotus 54,1 [24,9 — 102,5] nr/mn. B uccaenoBanuu YU u
COaBT., M3y4YAIOLIMX KHUTalcKyto koropty nanueHtoB ¢ AKMII, onwuceiBaeTcs, 4to
nanueHTsl ¢ ATTR-AKMII uMeroT MeHbIIMe KOHUEHTpauu KapAuoCTelUPpUuIeCcKux
mapkepoB B cpaBHeHnn ¢ AL-AKMII, p<0,05 [214]. Perfetto u ap. takxe B cBoeM
UCCIICIOBAHUM TMPOAEMOHCTUPOBAIM, YTO KOHILEHTPAIMM KapAuoCHennpuaecKux
onomapkepoB npu AL-AKMII Beimie B cpaBHenun ¢ ATTR-AKMII [215]. Crowur
OTMETHUTh, YTO 00Jiee BBICOKHME YpPOBHU Kapauocrnenududeckux mapkepoB mnpu AL-
AKMII oOycnaBiauBaloTcsl JABYMsl NPUYMHAMH: HENOCPEJACTBEHHO aMUJIOMJIHON
Harpy3koit u JI/], a Takke mpsMbIM TOKCUYECKUM JIEUCTBUEM CBOOOIHBIX JIETKUX IeNei

UMMYHOTJIOOYJIMHOB Ha KapIMOMUOLHUTHI [216-219].
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[IpyHIMOUANBHBIX  pa3IMuMii B MOKAa3aTeNsAX  CTAHAAPTHBIX  METOAOB
uHctpyMeHTanbHoro uccinenoBanus (OKI', DxoKI', MPT cepaua) mexay Tunamu
AKMII momydeHo He Obl10. BeposATHO, WTO yXYAIICHHE pPA3IMYHBIX MapaMeTpOB
0OyCJIOBJIEHO HE TUMOM OeJKa-MpeAlleCTBeHHIKA, a 00beMOM aMUJIOMJIHON Harpy3KHu.
OT1oT (hakT B OUepemHON pa3 JEMOHCTPHUPYET HEBO3MOKHOCTh THITMPOBAHUS OCJKa-
npeamecTBeHHUKa Toybko 1o JaHHeiM  OKI, OxoKI, MPT. Tem He MeHee,
uccienoBanus (PYHKIIMOHAIBHBIX BO3MOXHOCTEM HaHHBIX METOJOB B TUIIMPOBAHUU
oenka-nipeamectsennrka AKMII npoBogstcs. Tak, no ganaeiM 3.M. MaromMenoBoi u
COaBT. MokazaHo, yto npu MPT cepama ObuUlM BBISIBIEHBI 3HAYUMbIC PA3IUYdS B
XapakTepe HaKOIUICHUSI KOHTPACTHOTO BellecTBa pu pasHbix Tunax AKMII, ognako onn
MOAYEPKUBAIOT HEOOXOJAUMOCTh  JIOMOJHUTEIBHBIX  BU3YAJIM3UPYIOUIUX  METOJIOB

JUAarHOCTHUKH. KpOMe TOTO0, OI'PAHUYCHUCM HCCIICAOBAHUSA SABJLACTCA Majlad BBI60pKa

oonpHBIX (N=25) [220].

TunnuaeiMu nposiBienusMu Ha OKI' B Hamem uccneqoBaHWK CTAIM HU3KUU
BoJbTaX kKomiuiekcoB QRS (59,2%), a Taxxke «rmceBnopyO1oBeiii marrepu» (59,2%),
KOTOPBIN yare OblT JIOKATN30BaH B MepeHe-Tieperopogounon odnactu 76,6%). lannbie
HAIIETO HCCIIEOBAHUS COOTHOCATCS C JAaHHBIMH MHPOBBIX HccienoBaHui. 45-53%
narueHToB uMeroT u3MeHenus Ha DKI™ [221]. YacTora BcTpeuaeMOCTH TaKOTO MMPU3HAKa,
KaK HU3KUM BOJbTax KomiuiekcoB pyu AKMII o nanHbIM surepatypsl cocTaBiseT 41 -
60% [222, 223]. [IceBaouHpapKTHBIA MaTTEpPH MOXKET BeTpeyaThes a0 70% ciydaes,
Jare rnepeaHei Jokamusanuu — ot 23 1o 69% [224, 225]. Tlpuunnoit hopMupoBaHUs
MOI00HOTO TTATTEPHA ABIIACTCS JICKTPUUECKAsi HEUTPATBHOCTh aMIJIOUHBIX JISTTO3UTOB,
YTO UMUTHPYET PyOIOBYyI0 TKaHb [224]. [IpyrumM oOBSICHEHHEM SBIISIETCS OTJIOKEHHUE
aMUJIONWJa B MHUKPOIMPKY/ISATOPHOM pycie W 0oJjiee MEIKUX HWHTPaAMHUOKAPIHATBHBIX
aprepusix [226]. Hepenko amuiaougHOoe MOpaKEHHE cepilla NPOSBISIIOCh B BHJE
CIOXHBIX HapymeHut putMma (72,2%) u mnpoBoaumoctu (69,4%) cepama BHE
3aBucumoct oT tTnna AKMII. [laxe B ciiydyae ycrexa NaTOT€HETHYECKOW Tepanuu y
nainueHToB ¢ AKMII umeet mecTo oOmmmpHbIi GuOpo3, ABISIOMIUICS TPOAPUTMOTCHHBIM

cyocrtpatom. He menee wacto BbLsaBisuch HIIC (69,4%) Ha paznuyHbIX CTagusx
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3a00JIeBaHUs, B TOM 4HCIIE, BBICOKMX Tpamanuid. Hambonee yacThIM MpOSIBICHHUEM
aMUJIOUTHOTO OpeMEeHHM Cepjla SBIUIaCh BHYTPWIKETYIOYKOBas OJoKama, dare
nepenneit sersu JIHIIIL.

[To manabiM Dx0oKI' wmccnemoBanus HAOMIOIATOCH BBIPAKEHHOE CHMMETPUYHOE
yTOJIIEeHNe cTeHOK cepana (meaumana TMIXKIT 16,0 [13,5—17,5] mm, T3CJIXK - 15,0 [13,0
— 17,0] mm), a Taxke HapyuieHus quacronndeckon Gynkiuu (98,1%). Y tpex 60abHBIX
YTONIIEHWE CTEHOK CepJlia HOCHUIa aCUMMETPUYHBIA XapakTep, 4TO HE SBISETCS

xapakTepHbIM npu3HakoB 1t AKMIL

Hcropnuecku AKMII otHocunace k PKMIIL, ognako mns PKMII xapakrepHsl
TOHKHE CTEHKH Ceplla U PECTPUKTUBHBIN THI HAPYLIECHUS AUACTOIMYECKON (PYHKIIMU
[227]. B namem uccnenoBanuu B CTpyKType TUIOB JIJI JuIIb monoBUHA OOJBHBIX C
AKMII wumena pectpuktuBHble HapymeHus, 17,0% wumenu HapyleHHs TO THILY
3aMeJIEHHOM penakcanny, 27,4% - no ncesroHopMainbHOMYy TUIly. Kpome Toro, ucxozas
W3 HAIIET0 HMCCIEAO0BAaHMS NOJABISIONIEE YHCIO NAUWEHTOB HMMENM KaK IPU3HAKU
«rceporuneprpodum», Tak u /[, 4T0 roBOpUT 0 cMelIaHHOM (eHOoTUIE 3a00JIeBaHUs

[228]. JInms 1BOE GONBHBIX COOTBETCTBOBAIM «Kjaccuueckoi» PKMII.

[Ipunsito cuurate Takxke, yro AKMII saBnsiercs ogHONM W3 ITHOJOTHYECKUX
nprunHoit XCHc®B [229]. 3auactyro nHammune AKMII npu camxkennoit @B JDK He
MpEANoaraeTcsi, 4To MPUBOJUT K YBEJIMYECHHUID CPOKOB IIOCTAHOBKHM JUArHo3a.
JleficTBuTENnbHO, OOJNbIIAsg YacTh HAIIUMX MNalMEHTOB uMenHu coxpaHeHHyro OB JDK
(72,2%, memuana 55,0 [48,0 — 60,0] %), onnako 27,8% umenn CHIKEHHYIO B YMEPEHHO-
camkeHHyro @B JIK <50%. MimenHo 3Ta rpynna nauMeHToB UMesia Hauboliee TsKeloe
TeYeHHUE 3a00JICBAHMUS.

o 20% mnanuentoB ¢ AKMII umenu reMoJMHaMUYECKH 3HAUMMOE MOPaXKEHUE
KJIAITAaHHOTO arnapara cepaua. Tak, y 8 manuentos (7,4%) B HallleM KCCJIEI0BaHUU ObLI
JIMarHOCTUPOBAH TSHKENBIA CTEHO3 YCThsl aopThl, 6 W3 Hux umenu ATTR-AKMII, 2
nanuenTta - AL-AKMII, BeposaTHO ©MEJI0 MECTO COYETAaHUE aMUJIOUTHOTO TTOPAKECHUS 1
JIeTeHEepaTUBHBIX TIpolieccoB. Mmernack TeHaeHIUsT K Oojiee 4YacTOMY BBISBICHHUIO

CTEHO03a yCThs a0pThl y nmanueHToB ¢ ATTR-AKMII, ogHako cTaTUCTUYECKU 3HAUMMBIX
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paznmuunii He nocturuyto, P=0,062. [Ipu cybananuze noarpymmsl ¢ AT TR-AKMII takxke
OTMeYaJlach TEHICHIIUA K 00Jiee YaCTOMY Pa3BUTHIO CTEHO3a YCThs aopThl ipu AT TRw,
TEM HE MEHEE CTATUCTHUUYECKH 3HAYUMBIX pazIuuuil Takxke He aocturayro, p=0,09.
CornacHO MHPOBBIM HCCIIEJIOBAHUSM PACIPOCTPAHEHHOCTh CTEHO3a YCThsl AOPTHI IpHU
ATTR-AKMII nocturaet 16%, otHocuTenbHO AL-AKMII Takux gaHHBIX MPAKTUYECKH
HeT. MHOruM mnareHTaM BBINOJIHSAETCS Olepalus TPAHCKATETEPHOW HUMIUIaHTAI[uU

aopTainbHOro Kiamana [230].

B Hamem uccieoBaHny BBISBIISIIACH KaK HEJOCTATOUHOCTh MUTPAJIBHOTO, TaK U
TPUKYCHOUJAIBHOIO KJalaHa, B TOM 4Hcie yMmepeHHo-Tshkenon (12,1% u 17,6%,

COOTBETCTBEHHO) U TsKesou crenenu (3,7% A TpUKyCnuaanbHOM HETOCTATOYHOCTH).

[To maHHBIM MHOTOIIEHTPOBOIO HcclieIoBaHus cpeau 120 manueHToB, mepeHecunx
OTIepAITIO TPAHCKATETEPHOTO KIUITHPOBAHMS CTBOPOK MUTPATIHLHOTO KJTallaHa 110 TIOBOTY
TSKEJION MUTpalbHOU peryprutauuu, pacnpocrpaneHHocTh AKMII cocraBuna 11,7%
(10% ATTR-AKMII), a panHss amMmuiouHas Harpy3ka (cternens 1 mo mkane Perugini)
Obuta BhIABIICHA B 7,5% ciydaeB [59]. TlameHTHI ¢ HEJOCTATOYHOCTHIO MUTPAIBLHOTO
KJIarmaHa uMmenn Oonee Tsokenoe TedeHne XCH m Gosiee mpuszHaku 0Oosiee TSXKEIIOTro
pemoaenupoBanus cepaua [59, 60]. Takum oOpa3om, mpu OTOOpPE MALMEHTOB JIs
TPAHCKATETEPHBIX METOJIOB JICUCHUS KIAMAHHBIX ITOPOKOB C THIEPTPOPUISCKUM
(GheHOTUIIOM  W/WJIM  HapylIeHHEeM  JHUacToJMYecko  QyHKumm  TpelyeTcs
HacTopokeHHOCTh B oTHomeHun AKMIIL. HecmoTpst Ha mpoBeneHHOE omepaTUBHOE

JICUCHUC ITalIMCHTBI Tpe6YIOT Ha3HAYCHUS NaTOrCHETUUYCCKOMN TCpallnuu.

B xoropre u3 283 manuentoB ¢ AKMII, y 26% nuarHoctupoBaHa yMEpEHHO-
TSDKENIass HEJOCTATOYHOCTh TPHKycHuanbHOoro kiamana [61]. Kak mpasuio,
HEJIOCTATOYHOCTh MUTPAJIBLHOTO M TPUKYCIHUIAJIBHOTO KJIAIAaHOB Pa3BUBAIOTCS BBUIY
HECKOJBKMX COCTaBIISIONMIMX: HWHQUIBTPAIMH aMUJIOUIOM, PACHIMPECHUS TOJIOCTH

npeacepaus, [ujiaTaliliyi KOoJIbla KialaHa.
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OCHOBHBIMM JUAarHOCTUYECKMMHM METOJAMHM, TO3BOJIAIOLIMMHU IOATBEPINUTH
Hanmuue AKMII cornacHoO kackagHOMY ainrOpUTMy JAUArHOCTUKH, SIBJIAFOTCS CIIEKJI-

tpekuHr OxoKI' u MPT cepama ¢ koHTpacTHbIM ycmieHuem [231].

B namem uccnenoBanun y 6ombHbIX ¢ AKMII B 91,7% BBISABISICS TUMUYHBIN
anMKalbHO-0a3aJIbHBIM MATTEPH «BHILEHKHU-Ha-TOpTe» npu oueHke GLS u B 89,0%
cily4aeB MauveHTbl uMmenu tunuunble MP-npusnaku AKMII (yroseHune CTEHOK
cepla, XapakTep HAKOIJICHUs KOHTpAacTHOro mpemnapara). Kak Mbl MOXeM BUJETH,
HECMOTPSI Ha BBICOKYIO UYYBCTBUTEJIBHOCTb 3THUX METOJOB, 4acTb OOJIbHBIX HMENa
«JI0°)KHOOTPHIIATENIbHBIE)» PE3YIbTaThl, YTO ObUIO OOYCJIOBIICHO: 8) PAHHUMH CTaJAUSIMHU
3a0oyieBaHusl; ©) TOCTOSSHHOW AJIEKTPOKApAWOCTUMYJISILIMEH; B) HapyLICHUSAMHU
BHYTPHKEITYTOYKOBOW IPOBOAUMOCTH. ONUpasch JNUIIb HA OJUH METOJ UCCIEN0BAHUA,
MOKHO TOHTH IO HEBEPHOMY [HMAarHOCTHYECKOMYy INyTH. HeoOxoaumo moayepKHyTh
BaXXHOCTh KOMIUIEKCHOIO MOJXO0Ja K OOCIeNOBaHHIO OOJNBHBIX IMPH IMOAO3PEHUH HA

AKMII.

B nporokosie HennBazuBHoro tunupoBanuss AKMII BakHOe 3HaueHME OTBOAUTCS
cuuHTUrpaguu  Muokapga ¢ P™Tc-PYP. B  mameill pabGoTe paaMOM30TOIHOE
MCCIIEIOBAaHUE MPOBOUIIOCH KaK MallMeHTaM ¢ «kpacHbIMU» (uiaramu AKMII, Tak u 6e3
noctoBepHbix npuzHakoB AKMII, nume ¢ runeprpodpuyeckum  (HEeHOTUIIOM
kapauomuonatuu 1 JIJI. Kak mokasaHo B HallleM HCCIEIOBAHUU, HAJTUUHUE «KPACHBIX)
(¢naroB B BHJE BBICOKMX YpPOBHEW KapAUOCTEHM(PUUECKUX MAPKEPOB, NPHU3HAKOB
CUCTEMHOCTH 3a0oiieBanusi, 1ocToBepHbIXx IX0KI" 1 MP-npusnakos AKMII sBnsroTcs
MOKA3aHUAMU K TNPOBEIEHUIO CUUMHTUTpaduu Muokapaa ¢ “°"Tc-PYP, npu Hammumu
muiib runeptpodun u/wnn [/ monb3a 1MarHOCTUYECKOro MCCIIEIOBaHUs CBOJUIIACH K

MHUHUMYMY.

Uctopuuecku Bpems skcnozuniuu POII cocrasnsio 1 wac. OqHako HUPKYIISIIUS
P®II B nmyne kpoBu y nauuentoB ¢ XCH 3amenieHa, BBUAY YETO COXPAHSIETCS B TIOJIOCTU
JDK yepes 1 yac mocine BBeaenus POIT u npuBoauT k 3aBsiiennto H/Cl u, kak ciencraue,

«JI0’KHOIOJIOKHUTENBHOMY» pe3yJibTary. Bpems skcno3unmu B 3 yaca MO3BOJISET
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n3berath moao0HOro 3aBbimieHus. Otpesnbie 3HaueHuss H/Cl B Teyenue mimrenbHOTO
BPEMCHHM OCTarOTCS MpeaMmeTroM cropa skcreptoB [9, 10, 11, 12]. Tlo maHHBIM
npoBeneHHoro ROC-anamu3a npu otpesnom 3HadeHnu 1,30 mapamerp H/Cl obnmaman
qyBCTBUTEJIBHOCTBIO 89,4% u cnenuduyHocThio 63,9% B nuarnoctuke AT TR-AKMIL.
B T1o xe Bpems crenenb HakorieHus POII nmo ganasiM  ROC-ananmsa
MPOJIEMOHCTPUPOBaja YyBCTBUTEIBbHOCTh 89,4%, a cnemudpuunocts — 92,0%. Takum
00pa3oM, TOJIbKO JIMIIb IJIAHAPHOE MCClIeIOBaHNE 001a/1aeT HU3KOU CIeIIM(UIHOCTHIO,
Mo3TOMY BakHBIM B TunmpoBanun AKMII sBnsieTcs mpoBeneHWE HCCICIOBAHUS B
pexume ODKT/KT mna nuddepeHnmanum MexJay aKTUBHOCTBIO B MHOKapie U
AKTUBHOCTBIO B KPOBOTOKE WJIM BHECEPACHYHOM aKTUBHOCTHIO. KT-cuHXpoHM3anus Ha
srarie OOKT HeoOxonuma ¢ 1eIbl0 YETKOTO OTIEIEHUS MOJIOCTU OT TKaHU MHUOKap.ia

JIK. HOHY‘-ICHHBIC JaHHBIC COIIACYIOTCA C aJITOPUTMOM HEUHBA3UBHOM AUAarHOCTUKHU

ATTR-AKMII [24, 137].

bputa mocTpoeHa mporHocTuyeckas Monaenb 3aBucuMocTd Hannuus AKMIL, B
KOTOpoe ObUIO BKJIIOYEHO mopsaka 20 pas3nuyHbIX (AKTOpPOB, U3 HUX 3HAYUMBIMU
OKa3aJIMCh: HAJIMYME TUIIMYHOTO MAaTTEPHA IO JAHHBIM CIIEKJI-TpeKMHT DX0KI', Hamnuume
MP-nipuznakoB AKMII, cHuxeHHEe Maccbl Tella B aHAaMHE3€, COIYTCTBYIOIIEE
nopaxxenne I[IHC. Kak Mbl MOXEM BHUIETh, CTAaTUCTHYECKOH 3HAYUMOCTH
PaZAMOU30TONHBIX [MAPAMETPOB BBISIBJIEHO HE ObLIO, YTO B OUEPEAHON pa3 MOJYEPKUBAET
MUHHUMAJIbHYIO JUArHOCTUYECKYIO MOJIb3Y B MEPBUYHOM mocTaHOBKe quarHoza AKMIL.
Kak ciencreue, nmpu mOCTPOEHUH MNPOTHOCTUYECKOW MOJAEIM 3aBUCUMOCTH HAIUYMS
ATTR-AKMII mnapamerp crteneHu HakorieHuss P®II okazancs craTucTudecku
3HAYMMbIM K OBUI BKIIOYEH B MOJENb, B TO BpeMs kak mapametp H/Cl Obin
CTaTUCTUYECKU He3HauuM. OTcro/la CiaeayeT BhIBO, YTO POJib CHMHTUTpaduu MUOKapAa

¢ ¥"Tc-PYP kpaiine Beicoka B TunupoBanuu AKMIL.

[To JaHHBIM IMTEPATYPHI CIEHU(PUIHOCTL CHUHTHIPaduu MuoKapaa " Tc¢ -PYP
npubmmxaercs k 100% B nuarnoctuke AT TR-AKMII [24, 150]. OnHako Mbl HaOJTrO 1M
PN MAMEHTOB, WMEIOIINX ITOJOKUTEIBHBIA PE3yNbTaT CIUHTUTpapuu MHOKapa

(Grade 2-3) ¢ nanmureMm MoHoOKIOHambHOU cekperuu CJIL], a Taxke mamueHToB 0€3
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MoHokoHaNbHOU cekpernu CJIL] ¢ nmpomexxyrounsiM (Grade 1) wim oTpuIiaTeIbHBIM
pesyapraToM (Grade 0). Bo Bcex »3THX ciydasx HaOJIOJaIUCh HaMOOJBIIUE
JTMAarHOCTUYECKHUE TPYAHOCTH, BCE OHM SBIWJIWCH MOKAa3aHUAMH K mpoBenaeHuto OMb u
MOCJIEIYIONIEMY UMMYHOTUCTOXUMHUYECKOMY HCCIEOBAHUIO. 5 TAIMEHTOB C BBHICOKOU
crerneHpro HakorieHus POIT (Grade 2 u 3) nu MmoHOKIIOHANTBEHOU cekpennei CJIL] umenn
AL-tunn  amunongo3a [233]. Takol <«JI0KHOIOJOKUTEIBHBINY» PE3yJlbTaT  ObLI
oOyClIOBJIeH TpsAMbIM TokcuueckuM nedictuem CJIL, mnpenmnonoxuTenbHO, C
MAaCCHUBHBIM HEKPO30M KapJAHOMHUOLIUTOB U BEICBOOOXKcHIEM HOHOB Ca?*, uTo SABMIIOCH
cybcrparom s B3aumogeiicTus ¢ P"Tc-PYP. K coskanenuto, Bce NalMEHThl UMEITH
TepMuHaiIbHYIO cTaguto AL-AKMII u kpaiine HeOIAaronpusATHBIN MPOTHO3. 5 TAMEHTOB
C HH3KOH cremeHblo HakormieHus P®II (Grade 1) wmiam ee oTcyrcTBHEeM, 0e3
MoHokIoHanbHOM cekpernu  CJIL[ wumenu mnposiBaenuss ATTR-AKMIL VYV stux
MAIMEeHTOB UMEINCh HadaJIbHBIC TTPU3HAKN M3MeHeHusI GLS 1o TaHHBIM CIIEKJI-TPEKUHT

OxoKI" u/unu ObUT BBISIBIICH ATOTEHHBIN BapuaHT B reHe T TR.

Ha cerognsiiHuid J€Hb B PYTUHHOW MPAKTUKE HET JIOCTYHHBIX METOJIOB
JIMarHOCTUKH, KOTOPbIE ObI MO3BOJISIIM OLICHUBATh 00bEM aMUJIOMIHONW HArpy3KHU U €ro
W3MEHEHHE B IMHAMUKe. B 0THOM M3 ucCiae0BaHUNM JTEMOHCTPUPYIOTCS BO3MOXKHOCTH
MPT cepama B OILIEHKE aMWJIOWAHOTO BpeMeHH. OTMEUEeHO, 4YTO IOKa3aTesb
AKCTPALICIUTIOJISIPHOTO  00beMa  HampsIMyl0  KOJIMYECTBEHHO  OIEHHUBAeT O0BbeM
aMUJIOUAHBIX Macc: npu 3HadeHusax <30% mnammume AKMII wuckmtouanocs, mnpu
3HaueHusAx >40% - MOATBEpPKIAJOCh AMHUJIOMJHOE MOPAXKEHUE CepAla, 3HAUYCHUS B
nuanasone 30-39% coorBercTBOBaNM paHHed wHOWiIbTparuu [218]. OmHako
nposenenue MPT cepana qocTynHO HE B KaXJOM MEAULHUHCKOM YUYPEKICHUU, KPOME
Toro, TpelOyercs crnenuduueckoe MNporpaMMHOE OOecreueHrue Jisg OIpeeeHuUs

SKCTPalCIUIIOJIIPHOTO o0beMa.

JIpyruM  TIOTE€HIMAJbHBIM  METOJOM  SIBJISICTCS  ITO3UTPOHHO-3MHCCHOHHAS
tomorpadus. Henasuue uccnenoBanus [234, 235] 1eMOHCTPUPYIOT MHOTOOOEIIAIONINE
BO3MOXXHOCTH Kak B auddepennuanbHoil nuarHoctuke TunoB AKMII, tak u B

KOJIMYECTBEHHOM OILIEHKE aMuIogHoro Oopemenu. P®II, meuennsie dpropom-18 (*8F),
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takue kak 8F-gayremeramon, 8F-dnopberanup u BF-pnopGeraben, a taxxke 2I-

IBY3aMHUTHUJI Oyarofapsi UX JIUTSIFHOMY IEPHOAY MOJypachana o0JalaloT BBICOKOU
abdurHOCTRIO K GQuOpmwwiam amuionaa. Creneds 3axBata P®II  wHampsmyto
KOPPEIUPYET ¢ KOHIICHTpAIUeH OMOMapKepoB U (PYHKIIMOHATBHBIMH BO3MOXKHOCTSIMHU

[236]. Onrako B Hamieii ctpane ganHble POII moka HeOCTYITHEI.

I[lo oTOM mNpUYMHE  HHTEPECHBIM  NPEACTABISACTCS  M3YYEHHE  POJIU
PaIMOU30TOIHOTO UCCIIEIOBAHUS B OTHOIICHUH KOJIMYECTBEHHON OLICHKU aMUJIOUTHOTO
Opemenn u mnpusHakoB mnporpeccupoBanus ATTR-AKMII. B Hactosmee Bpems
JIOKA3aTEIbHBIX JTaHHBIX B 3TOM BONPOCE KpaliHE Mano. «TOYKOM ONOPBI CIyKUJ
koHceHcyc oT 2021 roga o nabmoaenuto nanueHToB ¢ ATTR-AKMII, rae kpurepusimu
nporpeccupoBanusg AKMII cunranocs yxyamenue xots Obl o 1 kpureputo u3 Beex 3
JIOMEHOB: KJIMHUKO-(QyHKIIMOoHaIbHOTO (DK, TM6X, KauecTBO K13HU), 1a00PaTOPHOTO
(NT-proBNP, tponionuH), quardoctudeckoro (OKIT, 9xoKI'). B 2026 roay ony0inkoBaH
HOBBIN IOKYMEHT, COTJIACHO KOTOPOMY MOHUTOPHPYEMBIMH HapaMeTpaMH SIBISIIOTCA: 1)
HAJIMYUE TOCIUTAIM3AINN [0 CEepIeYHO-COCYAUCTHIM IMPUYMHAM, 2) HEOOXOAUMOCTb
UHTCHCH(HKAIIMK JuypeTudeckoi Ttepamuu, 3) kouueHtpamus NT-proBNP, 4)
pacuetHas CK®, 5) T6MX, 6) omenka kadecTtBa ku3Hu». «Kpurepuem
IPOTPECCUPOBAHUS ABJSICTCS YXYAILICHHE XOTs ObI 110 1BYM napameTpam» [222]. Kak B
2021 rony, Tak u B 2026 roxy aBTOpbl MOJYEPKUBAIOT, YTO HECMOTPSA HA BaXKHOCTH
paauon3oTonHoro uccieaopanus B nuarHoctuke AT TR-AKMII, «poinb ciiuaTUrpadun
Muokapza ¢ °™Tc-PYP ne orpakeHa U3-3a OTCYTCTBHUS YOEIUTEIBHON HOKAa3aTEIbHOM
0a3w» [237, 238].

B Hamem wHcciienoBaHUMM, K COXAJICHHUIO, YUCIO HAalMEHTOB, IOJy4YaBIIMX
NAaTOT€HETUYECKYI0 Tepanuio CTa0WUIM3aTOpPOM TPAHCTUPETHHA, KpalHe Majo IS
IIPOBEJICHHS JIOCTOBEPHOIO CTATHCTHYECKOro aHain3a. «TeM He MeHee, MUHTEPECHBIM
HAOJIIOJICHUEM OKa3aJloCh YMEHbBIIIEHWE CTENEeHW HMHTEHCUBHOCTH 3axBara POII
MHOKApJIOM IO JaHHBIM CHMHTHrpapuu Muokapaa ¢ **"Tc-PYP, uTo moarsepkaanock
yIy4lIEHUEM KIMHUKO-(QYHKIIMOHAIBHOIO CTaTyca IMalKdeHTOB, YMEHBIICHHEM 4Hucia

amu30/10B JekomneHcanun XCH B TeueHwe cpoka HaOMIOICHUS, OTCYTCTBHEM
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OTPULIATEIBLHON JUHAMUKH Ja0OpaTOPHBIX MapKepoB, mnapameTpoB OXoKI». «Psn
KIMHAYECKUX PA0OT JIEMOHCTPUPYET YMEHBINCHUE AaMIUIOWTHOW HArpy3Kd TMIpHU
nonarocpoyHoM mpueme Tadamuauca. Tak, Odouard u Ap. cpaBHWIM pPe3yJIbTaThl
ciuuaTUrpadus Muokapaa ¢ °"Tc-HMDP y nmanueHToB, MOJTy4aBIIMX CIIEHU(GUIECKYIO
Tepanuio (n=52), W manueHToB 0e3 crenupuyeckoil Tepanuu (n=8, BKIIOUYEHBI
pEeTpOCIEeKTUBHO). Pannon3oTonHoe HcciaeAoBaHUEe MPOBOAMIOCH MPH JIUArHOCTHKE
3a00sieBaHUs M HE MEHee, 4eM uepe3 | roJi mocie crapra Tepanuu. B rpymnmne nanueHTos,
NoJTy4aBIIUX TadaMuanc, crenenp 3axsata POII muokap oM 3Ha4MMO YMEHBIITIIIACH HA
11% B cpaBHEHUHU C TPYMNIOW MAIMEHTOB Oe€3 crenuduueckon Tepanuu, y KOTOPBIX
Ha0JII0/1a7TI0Ch YBEJIMUEHHE COOTHOIIeHUs cepane/cpenocrenue (H/M) na 3% (p<0,01)»
[239]. «OnHako cTOMT OTMETHTh, YTO B JaHHOW paboTe CHMHTHTpadus MHOKapia
npoBoauiack yepes 10 mun nocine BBegeHust POIL. Kpome Toro, orieHrBaemblii mapameTp
H/M B knunudeckoil npaktuke B nuarHoctuke AKMII ve npumensiercs. Eme ogun
KJIMHUYECKUI ciiydail Obul omyOnukoBaH Yu u coaBT.» [240]. «B 3To ucciemnoBaHus
perpocnekTuBHO ObLT BkitodeH 21 marmuent ¢ guarHozoM ATTR-AKMII u ¢
BepuduimpoBanHoi Myrtanuer Ala97Ser. IlamueHtam NPOBOAMIACH CIMHTHTPAdHS
muokapza ¢ P"Tc-PYP ucxoxno u uepes 1 rox tepanuu Tadamuaucom. B pesyibrare
MoJTy4eHbl JaHHbIe 0 3HaunMoM ymenbiennu H/CI (¢ 1,63+0,20 mo 1,43+0,11; p<0,001).
B KOHTpOIBHO rpymIe 3Ha4uMOoro u3MeHeHHs He BbIsaBieHO (¢ 1,68+0,18 mo 1,63+0,12;
p>0,05)». B Hamem ucciemoBaHuy Takke HaOM0gamach TeHAeHIus K cHmkenuio H/CI,
a TaK)Ke HEKOTOpOoe M3MeHEeHHe cTerneHn HakorieHus POIT. Oxnako Grade mo Perugini
SBJISIETCSI TIOTYKOJIMYECTBEHHBIM METOJIOM, a PE3YJIbTAT B OOJBIICH CTETIEHH 3aBUCHUT OT
KBaTM(HUKAIIMKA Bpada-crienuanucra. B maHHeiM ciaydae umeHHo mnapametrp H/Cl
MIO3BOJISICT OIICHUBATh U3MEHEHUS B JUHAMHUKE, TTOCKOJIBKY SBJISICTCS KOJMYSCTBEHHBIM
nokazarenaeM. MoskHo mpeanonarate, 4ro 3Hadenuss H/Cl xoppenupyror ¢ o6beMom
aMIJIONTHOM Harpy3ku. MexaHu3M 3Toro peHoOMeHa OCTaeTCsS HEM3BECTHBIM, TTOCKOJIBKY
OCHOBHOW MUIIICHBIO Mpernapara SBJISIOTCS HECTAOUIILHBIE MOJICKYJIBI TPAHCTUPETHHA U
nercTBrue TapamMuarca He KacaeTcsl paHee OTIOKUBIINUXCS aMUJIOUTHBIX Macc. «MOKHO
MPEINONIOKNATh, YTO B OCHOBE MEXaHHM3Ma JICKHUT IMPEKpAIleHUE OTIOXKEHHUS HOBBIX

ACIIO3UTOB aMHJIOnJa U, CJICAOBATCIbHO, CHHMKCHHUC OCTPOI'O IMOBPCKACHUA MHUOKApIaA.
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B03MO0XHO, 4TO IpU YCIIOBUM OTCYTCTBHUSI OTJIOKEHHUS HOBBIX JEMO3UTOB aMUJIOUAA,
IPOUCXOJHUT E€CTECTBEHHBI IMPOLECC AKTHBALMU IPOTEOJUTUUYECKON CHCTEMBI.
be3ycinoBHO, AaHHOE NPEAINOJIOKEHNE HOCUT CIHEKYJSATUBHBIA Xapakrep, TpeOyeT
JI0Ka3aTeNNbCTB U HOBBIX UCCIe0BaHU. TeM He MeHee, Mbl MOYKEM CENaTh BBIBOJI, UTO
pPaAMOU30TONTHOE  KCCIIEJOBAHUE SIBJIACTCA MOTEHUHUAIBHBIM HWHCTPYMEHTOM B

MoHUTOpHUpoBaHuU nporpeccupoBanuss AT TR-AKMIDy.

3a 12-mecsuHblii mepuoj HaOMOAEHHS cpenud Hamumx nanueHToB ¢ AKMII
pPErucTpUpOBaIUCH TPOMOOTHUECKUE COObITHS. [10 TaHHBIM psifia UCCIIeI0BaHUN TEUCHUE
AKMII conpoBoxaaeTcss MOBBIIIEHHON TPOMOOI€HHOCTBIO BBUAY 3HIOTEIHATBHON
nuchyHKIUU Ha (oHe mopakeHus amwionoM. Tak, B uccnenoBanuu Vilches u coabr.
ObuI0 moOKazaHo, yto cpeau 1191 mammenta ¢ ATTR-AKMII B 16% ciydaes
HAOMIOMAIUCh TPOMOOTHYECKHE COOBITHS. ABTOpamMH OB TPOBENECH CyOaHau3,
KOTOpPBIN MOKa3all, 4YTO COOBITUS CIYyYaJIUCh BHE 3aBUCUMOCTH OT HAJIMYMS Y ALIUEHTOB
®II, onnako @Il yBenuuuBana ux pucK (cuHycoBbli putm — 1,3 cimydas na 100
nauueHTo-ner, @Il — 4,8 ciyuaeB Ha 100 manuenTo-ner). B noarpynmnax, noay4aBuimx,
AHTUKOATYJISTHTHYIO ~TEpanuio, BHE 3aBUCUMOCTH OT Hamumuuss @DII, wyacrtoTa
TPOMOOTHYCCKUX COOBITHH Oblia 3HauMMo Hike [241]. B mamem wcciaenoBaHuun
TpoMOOTHYECKHE COOBITHS 3aduKkcupoBanbl y 14,8% mnarueHToB, YTO COMOCTAaBUMO C
JAHHBIMH BBIIIEU310KeHHON padoTel. Cpean 11 manueHToB ¢ 3MHU30/1aMU HAPYIICHUS
M03roBoro kpoBooOpamenus 7 umenu ®I1, y 4 OIT ne 6p11a 3apeructpuponana. [lomumo
ATOTO0, TAKKE OBLIM 3aPETHUCTPUPOBAHBI AMHU30,IbI TPOMOOIMOOINY JIETOYHBIX apTepUil U
TpomO03a nepudeprueckux BeH. TakuM o0pa3oM, BCTAET BOMPOC O MPOPYUIAKTUYECKOM
HA3HAUYCHUU AHTUKOATYJSTHTHOW Tepanuu, OJIHAKO JOJDKEH OBITh WHAWBUIYaTbHBIN
MOAXO0/1 K KaXXIOMY IMAIIMEHTY CO B3BEIIEHHON OLIEHKOM MOTEHIIMAIbHOM MOJIb3bl U pUCKa

reMOpparuyeckux OCI0KHEHUM.

OreHKa CMEPTHOCTH MAITUEHTOB HE SIBJISUIACh OCHOBHOM 3a71a4eil TaHHON paOOoTHI.
Tem HE MeHee, Mbl HaOIIOJAIH BBHICOKYIO cMepTHOCTh Ha ¢ore AKMII — 3a mepuon
HaOmonenuss ymepiau 34 nanuenta (31,5%). bonbmuHcTBO M3 HuX umenu AL-tum

AKMII (20 nmamuenTtos, 59,8%), cpeau nanuentoB ¢ ATTR-AKMII neranbHblii ncxon
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Hactynwi y 14 mnauuentoB (41,2%). BonbIIMHCTBO JieTadbHBIX HUCXOJOB ObLIM
oOycnoBneHbl miporpeccupytomerd XCH. Meamana cpoka HACTYIUICHHS JIETaIbHOTO
ncxoja cocrasuia 0,5 [0,2 — 1,5] met oT Havana 3a00eBaHUs BHE 3aBUCHMOCTH OT THIIA
AKMII. ITpu AL-AKMII neTanpHbIN UCX0JT HACTYIIAT CTATUCTUYECKH 3HAYMMO PaHbIIIE,
gyem npu ATTR-AKMII — menuanst cocraBmwiu 4,0 [1,0 — 6,0] u 18,0 [6,0 — 42,0]

MCCANCB, COOTBCTCTBCHHO.

Cpenu u3BectHbIX kapauomuonatuit AKMII npu oTCyTCTBUM MAaTOT€HETUYECKON
Tepanuyu UMeeT HanboJjiee HeOIaronpuaTHbIN Iporuo3 [242]. B uccnenoBanuu Sperry u
ap. cpenu 1195 Gombubix ¢ ATTR-AKMII neraneHbiii ucxox Hactynuwin y 630
nalyeHToB. MeuaHa HACTYIUICHHS JIETAJIbHOTO MCXO0Ja OT MOMEHTa IMOCTaHOBKHU
nuarno3a cocrasmia 44.5 [21,0 — 60,0] mecsteB, pucK cMEpTH OBLI 3HAYMMO BBIIIE Y
naueHToB co craaued >1 [243]. B kpynuetiniem peructpe THAOS BbDKHBAEMOCTb
naieHToB ¢ ATTR-AKMII npu orcyrcTBuu mnaTtoreHeTudeckoil Ttepanuu B 30-
MecsiuHblid - mepuosi  coctaBmwia  70,0%, B 42-mecsunbii — 59,3%, Ha (Qone

naToreHeTHuecKou tepanuu — 84,4% u 76,8%, coorBeTcTBEHHO [244].

AL-AKMII xapaktepusyeTcs XyaliuM mporHo3oMm. B wuccnenoBannu Kwaja u
COAaBT. 3a 34-mecsuHbIi nepuoa |-roguyunas, 2-roguyHas U 3-roguyHasi BBKMBAEMOCTh
coctaBuiu 82%, 74% u 70%, cooTBeTCTBEHHO. MeauaHa HACTYIUICHUS JIETAJIbHOTO
ucxona mis cragu |, Il, Il cocraBuma 67 wmecsamneB, 26 MecsleB, 7 MECSLEB,

COOTBETCTBCHHO [245].

Kak yxe ObuIO OTMEYEHO, OCHOBHBIM KIMHHMUYeCKMM mpossieHneM AKMII u
HamOoJiee YacTOM MPUYMHOM CcMepTH sBisgercs mnporpeccupyromas XCH. Hamm
NAlMEHThl UMENIH XYAIINA KIMHUYECKUI cTaTyc, olleHeHHbIN o mkane bopra (6,0 [4,0
— 7,0] 6amno) u IIOKC (7,0 [5,0 — 8,0]). Ouenka Tsxectn XCH BbI3bIBacT
OTIpEJICTICHHBIC TPYIHOCTH, TIOCKOJIbKY (pu3nueckas akTMBHOCTh mareHToB ¢ ATTR
orpaHudeHa He Toyibko HanmnuueM XCH, mosiBleHMeM OJBIIIKKM W cIaboCTH, HO U
HAJIMYMEM HEBPOJIOTUYECKON CHMITTOMATHKH, 8 UMEHHO 0OJIeH 1 BRIpAXKEHHOM c1ab0oCcTH
B Horax. [lostomy aucranuust TOMX sBisiercsa He ckoisibko oTpaxkenneM @K XCH, a

oOmiel (pyHKIIMOHAJIBHOM aKTUBHOCTH MalMEHTOB. Jlaxke mpW 3TOM YCIOBHHM OoJiee
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nosioBuHbI nmarueHToB umenu |1 @K XCH (58,3%), a npoxoaumast AUCTAHIIMS COTJIACHO

T6MX npu mo6om e AKMIT auctanmms cocrasmia 202,5 [167,0 — 312,5] meTpos.

«O4eBUTHO, UTO PeAIbHBIM BIUSIHUEM Ha NporHo3 nanueHToB ¢ AKMII o6nagaer
UG crenududecKkas Tepanuss B 3aBUCUMOCTH OT THNa ammiougo3a: it AL —
nonuxumuoTepanus, a i1 ATTR — mnpemaparel, BIUSIONIME HAa CHHTE3
TPaHCTUPETUHA/CTAOUIILHOCTh TETPAMEPHOU CTPYKTYPHI TpaHCTHpETHHA». OTHAKO JaKe
B Cllydae IMpEeKpalleHHs MPOTPEeCCUPOBAHUS aMIJIOWTHON MH(PUIbTPAIUU, 3HAUMMbIMU
OCTAIOTCSl  SIBJICHMS aMWJIOMJHOW HAarpy3kd Ha OpraHbl, 4YTO M OOBICHSET

COXpPaHSIOIIMECS, B TOW WM UHOU CTeneHu, npossieHus XCH.

C y4eToM OpraHMYeCKOro MOPa)KEHUsI cep/illa aHTUAPUTMHUYECKUM MpernapaToM
BBIOOpA y HAIIUX MAIMEHTOB SBJISETCS aMHOJIAPOH, Tepanusi KOTOPbIM moxydanu 25,6%
MalMEHTOB, MOKa3aHUSIMH SIBJSUIHCH NapokcudMaibHas (opma PII u xenynoukoBbie
HapylieHus: putMa. [Ipy BKIIOUEHHH B HCCIIEIOBAHUE JIOJS MAIMEHTOB, MOJTY4YaBIINX
AHTUKOATYyJISIHTHYIO Tepanuto, coctaBuia 38,9%. 3a 12-mecsiuHblil mepuoa A0S
MalMeHToB yBenmuumiach 10 49,1%, wuHUIManuss aHTUKOAryJIsiHTHOM Tepamnuu
ocymiecTBIsUIach npu pazButuu @Il 1ub0 1Mo mpuyuMHE Pa3BUTHS TPOMOOTHUECKHUX

COOBITHUH.

[Ipumenenue npenaparoB APHU/APA/uAII®, 6eTa-010KkaTOpOB y MAIlUEHTOB C
AKMII orpanudeno. B Hamem ucciieoBaHny 3a IEPUO]T HAOJIIOICHUSI TOJIS TAllUEHTOB,
nosyuaBmmx Onokatopel PAC, cuusunace ¢ 41,7% no 27,8%, Geta-0;10kaTtopoB — ¢
51,9% no 32,6%. A nonsg naureHToB, noaydyaBmux AMKP, ysemnuunace ¢ 66,7% 1o
78,7%. IlpyymHaMu OTMEHBI SIBJSUTMCh CTOMKas CHUMITOMHAs THIOTOHHUSA, a TakKXe
BBIpQKEHHbIE HapYyIICHUS IUACTOIUYECKOW (QyHKIMH. B KpymHOM WHCClIeA0OBaHUU
loannou u np. (N=2371) nokazano, uro Ha3HadeHue Tepanuu XCH ObL10 BhINIE cpeau
MAIMEHTOB C TSKEIBIM TMOpPaXEHHEeM cepama: Oera-Oiokatopsl momydanu 55,4%
nanueHToB, UATID/APA - 57,4%. Onnako B nepuon 27,8 [10,6 — 51,3] mecsneBy 21,7%
nanueHToB Obul mpekpamen npuem BAB, y 32,9% - GnokatopoB nAIID/APA. B
CpaBHEHHH, TOJIbKO 7,9% nanuenToB npekpatuin npueM AMKP. Ananu3 nokasai, 4to

tepanusi AMKP Obuta HEe3aBUCMMO acCOUMHUPOBAaHA CO CHUKEHUEM PHUCKA CMEPTH BO
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Bceit monynsiiuu [OP 0,77, 95% AU 0,66 — 0,89, p=0,002], a Tak)ke npueM HU3KHUX J103
BAB B moarpynme co cHmxeHHod OB JDK <40% Ttaxxe Obul acCOMUPOBAH CO
cHmkeHueM pucka cmeptu [OP 0,61, 95% 11 0,45 — 0,83, p=0,002]. [TogoOHBIX TaHHBIX
oTHOcUTENIbHO OJ10kaTopoB PAC nosyueno He 0b110 [168]. Takum 0Opazom, Ha3HAUCHHE
BAB, 6iokatopoB PAC y nanueHToB BO3MOKHO TP OMPEAEICHHBIX YCIOBUIX U TOTIKHO
OCYUIIECTBIIATHCSA MHIAUBUIYAIBHO C YYETOM KIMHHUYECKUX OCOOCHHOCTEH MAaIlMeHTOB U
craniun AKMIIL. Ilo mepe nporpeccupoBanuss AKMII Bo3MOXXHOCTEW Ha3HAYEHHS
tepanuu MeHblre. «<uHKIT-2 aBisroTcs mepcrneKTUBHBIMY IpenapaTtaMu s JIEYEHUs
XCH y nammuentoB ¢ AKMII, B mepByto odepe/ib, 32 CYET MUHUMAJILHOTO BIUSHUS UX Ha
remoanHaMuky. B psae uccnenoBanuii nHI'KT-2 npomemoHCTpupoOBaIM XOPOUIYIO
NEPEHOCUMOCTh M CBSI3aHbl C OnaronpusaTHbIMH 3P dektamu y manueHToB ¢ ATTR-
AKMII» [246, 247, 248]. «OaHako 3T pPabOTHI MO CBOEMY JHM3aMHY SBISIIUCH
HEPaHJOMU3UPOBAHHBIMU, U B HUX OBUIM BKIJIIOYEHBI ManueHThl Tojibko ¢ ATTR. B

HalllCM KC PAaHIJOMHU3HUPOBAHHOM HCCICIOBAHHUHN IIPUHUMAIIN YYACTHC IMTAIUCHTBI KAdK C

ATTR, Tak u ¢ AL».

«Mps1 ormetriin, yto npuem MHI'KT-2 y manmentoB ¢ AKMII u XCH Ttakxe He
NPUBOAMII K Pa3BUTHIO HEXKEJIATEIbHBIX SIBICHUNW W SABIsICS Oe3omacHbIM. OTMEHBI
npernapaTa BBUJly Pa3BUTHUSI HEKEJIATEIbHBIX SIBJICHUN HE 3aperuCTPUPOBAHO (MOYEBBIE
WHEKINN, TUTIOTOHUS, TUHorukemusi). OIHAKO, O JIUTEPATyPHBIM JTaHHBIM, 9aCcTOTa
ormenbl MHI'KT-2 wu3-3a mobounwsix sddexroB y mnamumentoB ¢ ATTR-AKMII
peructpupoBanach ot 4,5 10 11% u, kak mpaBuIio, BBUIY PA3BUTHS MOUYEBBIX HH(PEKIIAN»
[249]. «<Heo0xoaumo co01r01aTh BEICOKYIO HACTOPOKEHHOCTh OTHOCUTEIFHO Pa3BUTHS
Takoro moo6oyHoro »ddexra, Kak HHPEKIMS MOUYEBBIBOIANIUX IMyTEeH, OCOOEHHO Y
nanueHToB ¢ AL, Haxomsumxcst Ha BBICOKOJIO3HOM MOJUXUMHUOTEPAINUU U, B CBSI3H C

9THM HMCIOIIINX BBICOKHUM PHUCK pa3BUTHUA UMMYHOCYIIPCCCUBHBIX COCTOSIHUI».

«B Hammewm uccienoBanuy 0oJbinas 9acTh narueHToB (92% B 1-i rpymnme u 76% -
Bo 2-if, p=0.123) Oblia BKIIOYCHA Ha OTare CTAIMOHAPHOIO JICYCHHS, MPUUHHOMN
koroporo siBminace O/ICH. Hasnauenne nHI'KT-2 ocymecTBisiioch B paHHUE CPOKH

rocruvTaan3aini, 910 AOCTOBCPHO IMMPHUBOAMIIO K YMCHBHICHHUIO CPOKa HAXOXKICHHUA B
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CTallMOHApe, a TaKKe K TEHACHIMH MCIIOJIb30BaHMs O0jee HU3KHUX 103 METIEBOTrO
nuypetuka. B psae uccienoBanui nponaeMoHcTpupoBaHo, yTo MHI'KT-2 He TosbKO
xopo1uo nepeHocsaTcs u npuBoAT K cHkeHuto @K XCH, ypoBas NT-proBNP, Ho n y
HEKOTOPBIX MAlIMEHTOB BEAYT K KOPPEKIIMH JI03 COTPOBOIUTEIbHOM Tepanuu» [250]. «B
npyrom wuccienoBanun npumeHenue MHI'KT-2 Obulo CBSI3aHO CO  3HAYUTENIBHBIM

CHIDKCHHEM MacCChI TeJa, JI03bl ETJICBBIX JUYPETUKOB U MOYCBON KUCIOTHI» [251].

«Kpowme Toro, B HailleM uccienoBanuu JyurenbHbiil npueM nHI'KT-2 npuBoau k
CHI)KEHHUIO YacTOThl TMOBTOPHBIX Tocnutanu3auuid mno npuunHe OJICH B 2 paza
(p=0.048). JleranpHOCTh (B 00cMX rpymnmax ObUTa OOYCJIOBIICHA HapacTAOIUMU
seneausmu CH) cocraBuima 4% B 1-ii rpymme u 16% - Bo 2-it (p=0,165).
PannomusnpoBanHble ITpocneKTUBHBIE MccaenoBanns BiausHus MWHI'KT-2 Ha mporuos
NAlMEHTOB C JaHHBIM 3a00JIeBaHUEM OTCYTCTBYIOT. TeM He MeHee B peepeHCHOM
nentpe no I'KMII npoBoaunu aHann3 npoCcneKTUBHOTO PEECTPa, B KOTOPBIN BKIIFOUEHBI
116 manmnenToB ¢ noareepxaeHHON ATTR-KMII. Tepanus nHI'KT-2 acconmupoBana ¢
Oosiee HU3KOM cMepTHOCTHIO marmenToB [OP 0,457, 95% JIW: 0,227-0,922, p=0,029],
IIPUYEM ITA CBSI3b COXPAHSAJIACH MTOCIE NONpaBKK HAa Bo3pacT u non [OP 0,479, 95% JIN:
0,235-0,977, p=0,043] u nocne nononHuTenbHOM monpaBku Ha CK®, NT-proBNP, ®B
JDK u comyrcrByomyo tepanuto tadpamuaucom [OP 0,328, 95% JU: 0,141-0,760,
p=0,009]» [247]. «B maumboyee KpymHOE HCCJICIOBAaHUE IO JAHHOW MpoOiieMe OBLIO
BKuoueHO 2356 manuentoB ¢ ATTR-KMII (2014-2022 rr.), B OKOHYATEIbHBINA aHAIN3
o 260 (11%) Gonbubix, nomydasmmx nHI'KT-2. [Ipu HaGnroneHuu B cpenHeM B
TeueHne 28 [18-45] mecsAneB npoIeMOHCTPUPOBAHO CHUKEHHUE PUCKA TOCIIUTAIN3ALHNN
o ooy CH, cepaedno-cocyaucToit u obmieit cmeptHocTH HezaBucumo oT OB JIK»
[246]. «Pe3ynbTaThl peTPOCHEKTUBHOIO KOTOPTHOI'O aHAJIN3a, B KOTOPBIA BKIFOYCHBI
narueHTsl ¢ AT TRW nokazanu, kak (akt camkenns pucka OJJCH [OP 0,64, 95% 1U:
0,48 - 0,86, p<0,01], Tak u rocuTanu3anuii o Bcem npuannam [OP 0,72, 95% JIW: 0,58
- 0,91, p<0,01]. Kpome Toro, Habir0AaIaCh CTATUCTHYCCKH HE3HAUMMAs TCHICHIUSA K
CHIDKEHHIO cMepTHOCTH OT Beex npuuund [OP 0,83, 95% JU: 0,63—-1,08, p=0,165]» [234].

«M, nakonen, B MeraaHanuse (9766 mnanueHntoB), mpoBeaeHHOM B 2024 rony,
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IPOJIEMOHCTPUPOBAH (PaKT 3HAYUTEIILHOTO CHUYKCHUSI CMEPTHOCTH OT Beex npuunH [OP
0,54, 95% JAU: 0,44-0,66], cepaeuno-cocymuctoii cmeptHoctu [OP 0,39, 95% JI: 0,23-
0,65], cepre3HbIX HEOJIArOMPUATHBIX CEPACUHO-COCYIUCTRIX coObiThi [OP 0,71, 95%
J: 0,61-0,83] u rocnuranuzanuii u3-3a cepaeuynoi Hempoctarounoctu [OP 0,63, 95%
JU: 0,52-0,77] na done npuema nHI'KT-2 1o cpaBHEHUIO ¢ TPYMIION MAMEHTOB, HE
npunumMaromux nHI'KT-2. UccnenoBarenu npeanonoxuiu, uro HazHauenne nHI'KT-2

MOET OBITh CBSI3aHO C OoJsiee OJAronmpusITHBIM MPOTHO30M Yy mnanueHToB ¢ ATTR-

AKMII» [244].

«AxtyaneHbIM ocTaercs Bomnpoc BiusHuA MHI'KT-2 He TONBKO HA NPOTrHO3
nanueHToB ¢ AKMII, Ho 1 Ha KIMHUYECKUH cTaTyC U AMHAMUKY OnomMapkepoB. B Hamiem
uccnenopanny  HazHadeHne HMHKIT-2 y mammentoB ¢ AKMII  pgemoncTpupyer
3¢ (EKTUBHOCTh B OTHOLIEHUM YJIy4YIIEHUS KauecTBa >KU3HHU, MPOUIECHHON TUCTaHIIMU
T6MX ¥ BBIpaXKEHHOCTH OJIBIIIKH, MpUYEM yiydiieHus B rpymnme npuema nHI'KT-2
(UKCUpOBAIUCh B TO BpEMs, KOrJa JaHHbIE [OKA3aTeNH YXYAIIAJIUCh B TPYIIe
nanueHToB, He npuHuMaronux MHI'KT-2. Yayumenne knuHnueckoro teyeHus XCH
yepe3 6 MecsaueB NOATBEPkKACHO AuHaMHKOM YpoBHS NT-proBNP u Tpomnonuna.
bnaronpustHoe BIMsSHUME Ha YpoBeHb OuomapkepoB, B yacTHocth NT-proBNP,

OTMEYEHO U B IpYruX pabortax» [245, 246].

«Onupasce Ha pe3ynbTaThl OXOKI', MOXHO OTMETHTB, 4YTO, K COYKaJECHUIO,
3HauUMMOro 3amejuieHust nporpeccupoBanuss AKMII B obeux rpynmax HE OTMEYEHO.
Janublit PakT ABIASETCS OUEBUIHBIM, TAK KaK TAKUMHU BO3MOXKHOCTSIMHU 00J1a/1a€T JIUIIb

cnenuuyeckas Tepanus».

«FE111e 0THUM BaKHBIM actiekToM siByisieTcs Biusinue nHI'KT-2 Ha pyHKuMIO nmoyex,
HapylIeHUE KOTOPOM Yy NAlHWEHTOB C aMHJIOMIO030M pa3BHUBAETCA IO MPUYMHE Kak
BOBJICUCHHS II0YEK B CHUCTEMHBIM MPOLECC, TaK M Pa3BUTHA KapAUOPEHAIBHOIO
KOHTHHYYMa Yy 00JibHBIX ¢ XCH. MbI He BbIsiBUIM 3HaUMMBIX n3MeHeHu CK® Ha done
npuema MHI'KT-2, omnako B rpymme KoHTpoJsis HaOmoganochk ymeHbiieHue CKO
(p<0,001), yTo 3acTaBiseT MPEANOIOKUTE PaKT 3ameyieHus nporpeccupobanus XbI1y

naueHToB ¢ AKMII u XCH wunruouropamu HI'KT-2. Porcari A. u coaBT Takxe
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oTMeTuiIM, yTo 4epe3 12 mecsues jedeHue nHI'KT-2 cBsizaHo ¢ Oosee MejieHHBIM
cHIDKeHHeM (yHKIuu nodek» [246]. «Kpome Toro, orMe4aercss U CHU)KEHUE DPHCKa
OCTPOTO TIOYEYHOTO ToBpekaeHus y nanueHToB ¢ AKMII na done mpuema nHI'KT-2

[OP 0,53, 95% JIU: 0,35 - 0,79, p <0,01]» [248].

Mexanusm aeiicteus UHI'KT-2, 1o Bcell BEpOSATHOCTH, CX0XK Y BCEX MAIIMEHTOB C
XCH, BHE 3aBHCHMOCTH OT €€ dTHoJIoTHH, B ToM uncie Ha (poune AKMII. Tak, mokaszaHo,
yro HHKI'T-2 3HauuMO CHMXAIOT 3KCIPECCHI0 TeHOB Makpodaros u ¢hudpobiacToB.
bonee ToOro, naHHBI Kjacc TMpemaparoB HANPSAMYK MHTHOMpPYET BOCHAJICHUE
Makpo(aroB, TEM CaMbIM TMOJABJIAA AKTUBAIMIO KapAHAJIbHBIX (UOPOOIACTOB, TEM

caMbIM 00yCIIaBIMBas KapAMONPOTEKTUBHBIH 3¢ ekt [250].
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3akJIrouenue

AKMII — ObicTponporpeccupytomiee 3a00JeBaHUE, KOTOPOE NPU OTCYTCTBUU
NaTOr€HETUYECKON Tepanuu Heu30exHO BeAeT K (parampHOMY HMcxoay. HecMmoTps Ha
craryc op¢anHoro 3aloneBaHus, HAOMIOAAETCA TEHACHLUUS K YBEJIMYEHHUIO YHUCIIA
ciryqaeB AKMII kak B mMupe, Tak U B Hauie crpaHe. COBEpIIEHCTBOBAaHUE METOJOB
JWAarHOCTUKU M POCT HACTOPOKEHHOCTH Bpayedl BENET K YJYYIICHHUIO BBIIBISEMOCTH
JAHHOW TMaToJIOTWH. BaXHBIM MpencTaBiIseTCs] H3Y4eHHE OCOOEHHOCTEW TeueHUs
AKMII, ero kapauanpHbIX M 3KCTpAaKapAHAJIbHBIX MPOSBICHHM, J1a00paTOPHBIX
MapKepOB U BU3YAIU3UPYIOIINX MapKEPOB B 3aBUCUMOCTH OT O€JIKa-IpeIlIeCTBEHHHKA,

4TO IIO3BOJIUT JTUAIrHOCTUPOBATDH 3a00JeBaHKC HA PaHHUX CTaJUAX.

B namem wuccienoBannu y 00iapHbIX ¢ AKMII y 9,3% He ObLIO BBISBICHO
TUTIUYHOTO alMKalbHO-0a3aJbHOTO MATTEPHA «BHILIEHKU-HA-TOPTE» MpH onieHke GLS u
B 11% cnyuaeB namuentsl ¢ AKMII ve umenu tunuunsix MP-npusnakoB AKMII).
Hecmotpsa Ha 10, uro AKMII ncropudeckn OTHOCUTCS K 3THOJOTHYECKUM IPUYMHAM
XCHc®B, npakThuecku TpeTh HAIIUX OOJNbHBIX UMENa CHWKEHHYI0 U YMEPEHHO-
camkeHnyro ®B JDK. Onupasics nuiibs Ha OIMH METOJI UCCIIEIOBAHUS, MOKHO MOWTH MO
HEBEPHOMY JMArHOCTUYECKOMY ITyTH, YTO IOAYEPKHUBAET BAaXKHOCTHh KOMIUIEKCHOTO
noaxoaa K ooOcienoBaHuio O00NpHBIX mpu mojo3peHun Ha AKMII, a taxke deTkoro

CJICAOBAHUIO ITPOTOKOJY AMATrHOCTUKMU.

IIpr mocTpoeHHH NPOTHOCTHYECKOM Moaenu 3aBucuMocTH Hammuns AKMII
PaAMONU30TOIHBIE MTapaMeTPbl OKA3AIMCh CTATUCTUYECKH HE3HAYMMBIMU M B MOJEIIb HE
BOILIUIX, YTO B OYEPEIHON pa3 NOUEPKUBAET MUHUMAJIbHYIO IMATHOCTUYECKYIO MOJIb3Y B
neppuuHOr noctaHoBke guarHo3za AKMIIL. Kak cnexnctBue, mnpu  HOCTPOCHHUH
nporHocTuueckoil mojenu 3aBucuMoctu Hanumuust ATTR-AKMII mapameTp crenenu
HakorieHus: POII okazancs cTaTUCTHUECKH 3HAYMMbBIM U ObUT BKIIFOUYEH B MOJIEJb, B TO
Bpems kak napamerp H/Cl 611 ctatuctruecku HesHaunM. [Ipu Hanmuuu 3axBara POIT
Y OTPULATEIBHOM PE3YNIbTATE UMMYHOXUMHUYECKOTO UCCIIETOBAHUS CBIBOPOTKH KPOBU U

MOYM C YYBCTBUTEIBHOCTBHIO 97,9% u cnemudpuyHocthio 98,9% MOXHO TOBOPUTH O



130

Hannuuu ATTR-AKMII. Otcroaa cienyer BBIBOJI, YTO POJIb CLIMHTUTPAdUU MUOKapIa ¢

9MTc-PYP kpaiiHe BBICOKA B HEMHBA3MBHOM alropuTMe Tumuposanus AKMIL.

[lonyyennsle pmaHHble OTHOcHTeNbHO Tepanuu XCH, Kak OCHOBHOIO
KJIMHUYECKOTO MIPOSBICHUS, MTO3BOJISIOT HanboJiee 6€30MacHo ISl MalueHTa MOAX0AUTh
K HA3HAUCHHUIO ONTUMAaIbHOU AJi Hero Tepanuu. Hamie uccinenoanue 3¢hHEKTUBHOCTH
u 0e3onacHoctu npuMmeHeHus UHI'KT-2 Obu10 NUIOTHBIM, OCHOBAaHHBIM Ha HEOOJIBIIION
BBIOOpKE MAIMEHTOB, YTO SBJISIETCS] €T0 OrpaHuyYeHUuEM. TeM He MeHee, JakKe C y4eTOM
OTpaHUYCHH HaOJII0JaeMble HAMH pe3yJIbTaThl JAIOT OCHOBaHUE JIs MPOBEICHUS

OOJBIINX 10 YHUCICHHOCTH HCCH@HOB&HHﬁ.
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BriBoabl

1. JIns manueHToB ¢ aMWJIOMIHOW Kapauomuornatueir AL-Tuma B CpaBHEHUHU B
cpaBHeHnu ¢ ATTR-TumomM xapaktepHsl Oosiee Bbicokue KoHIleHTpauuu NT-proBNP
(6595,6 [3225,0 — 10680,5] nir/mut 1 3096,0 [1166,0 — 5793,5] nr/ma, p=0,003) u B/4
TponionuHa (142,2 [42,4 — 257,4] nr/mn u 54,1 [24,9 — 102,5] or/ma, p=0,003).
[TarnenTts! ¢ AL-THIIOM 3HAYUMO YaIre UMEIOT MOPAKEHUE TIOYEK T10 TUITY MPOTCUHYPUHU
(p<0,001), muchynkuuro BereratuBHON HepBHOHM cuctemsbl (P=0,044), w3meHEHHS CO
cropoHbl Msarkux Tkanei (P<0,001). Y manuenToB ¢ ATTR-aMuI011030M 3HAYMMO Yale
BBISBJISIIOTCS TIPH3HAKH CEHCOMOTOPHOW JucTaibHOM monuHeiponatun (p=0,004),

OTpbIB rojioBku Ouriernca mieya (P=0,008), 1BycTOpOHHUI CHHIPOM KapIaJbHOTO KaHaIa

(p=0,014).

2. CepneyHas HEJIOCTAaTOYHOCTh TPH  AMWJIOHWTHOW  KapJAHOMHOTATHH
XapaKTEepU3YyIOTCS PAa3IMYHBIMU TUIIAaMH - 72,2% manueHTa uMmenu coxpaHeHnyro OB

JIXK, 27,8% nainueHToB — CHUKEHHYIO M yMepeHHO cHuxkeHHyo OB JDK.

3. Ilepenocumocts APHU/MAII®/APA, BAB mo wmepe mnporpeccupoBaHus
AMWJIOMIHOTO TOPaKEHUS CHIDKAaeTCs (I0JI1 TMAIlMEeHTOB, ITOJIYYaBINHUX TEPAITHIO,
ymensbIimiachk aisa o6aokatopoB PAC ¢ 51,9% no 32,6%, p=0,01, ans BAD - ¢ 41,7% no
27,8%, p<0,01), B To Bpems kak AMKP yBenmnuuBaercs (7m0Jis MaIIMEHTOB MOBBIIIIACTCS
c 66,7% nmo 78,7%, p=0,04). Teparms wHI'KT-2 npuBoauT K YIyYIICHUIO
(GYHKITHOHATTLHOTO craryca (p<0,001), TIOJIOKUTEITBHON JTUHAMHKE
kapauocnenudpuueckux mapképoB (p=0,001 mgms NT-proBNP u p<0,001 gns B/g
TPOTIOHWHA) U CHUKEHUIO YUCJIa TOCTIUTAIA3AIUHN TI0 CePACYHO-COCYTUCTHIM MPUINHAM
(p=0,048) 1 He acconMUpoBaIach C yBEIHUECHHUEM HEKETATEIbHBIX TOOOYHBIX 3P PEKTOB,

TpeOYyIOLIMX OTMEHBI ITpenapara,

4. Tlpn 3navenusix H/Cl Gonpmmx wiam paBHBIX MOporoBoro 3HadeHus 1,30
4yBCTBUTEIBHOCTh M CHenu(pUUHOCTh IUIaHapHOM cumaturpadpuu ¢ P"Tc-PYP B
BoisiBieHUH ATTR-AKMII cocraBumu 89,4% wu 63,9%, coorBercrBeHHOo. Ilpu

Hakorwieann " Tc-PYP B MHUOKap/ie UHTeHCUBHOCTHIO (Grade 2-3 4yBCTBUTENBHOCTH U
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cnenuduanocte ODKT/KT B BoisiBieHnuu ATTR-AKMII cocraBunu 89,4% u 92,0%,

COOTBCTCTBCHHO.

5. llpenmoxeHHass MPOTHOCTHYECKas MOAEHb 3aBUCUMOCTH Hanmuns ATTR-
AKMII, Bxmrovarorias KIMHUKO-IUATHOCTUYECKUE JTaHHbIE, TTpH BhisiBiIeHNN Grade 2-3
B COUETAHUM C OTPHULIATEIIBHBIM PE3YJIBTaTOM HMMMYHOXUMHUYECKOTO MCCIEAOBAHUS
CBIBOPOTKH KPOBH M MOYH UMEET UyBCTBUTENBHOCTE 97,9% u cienuduunocts 98,9% Ha

stane quddepennmanbaon nuarnoctuku ATTR-AKMIL.

6. Ha ¢one narorenernueckoil Tepanuu cTabMIM3aTOpaMH TPAHCTUPETHUHA IO
JaHHBIM cuuHTArpaduM  MuHoKapma ¢ ™Tc-PYP mabmromaercs TEHAEHIMS K
ymensienuto H/CI (¢ 1,64 [1,56 — 1,84] no 1,57 [1,42 — 1,65], p=0,05) u ymeHBIICHUIO
o nanuenToB ¢ Grade 3 ¢ 75,0% no 37.5.
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IIpakTHYeckne peKOMeHIAIHT

1. Ilpu oOcnenoBaHMM BCEX MAIMEHTOB C CEPACUYHOM HEAOCTATOYHOCTHIO H
YTOJIICHUEM MHOKapja, HaJIM4YdeM HHU3KOro BOJIbTa)Ka KoMmIiuiekcoB QRS wu
«rceBaopyonoBoro mnarrepHay Ha OKI  pekoMmeHIyeTcss aKTUBHBIM  IOUCK
JIOTIOJIHUTENIbHBIX KPUTEPUEB AMUJIOUIHOW KapJUOMHUOIATUM, a TaKXKe MPU3HAKOB

CHUCTCMHOI'O aMHMJION1034a.

2. Ilpyu HAJIMYUU KPUTEPHUEB, XaPAKTEPHBIX NJIsi aMHJIOMAHOW KapAHOMUOIATHUH,
JIMArHo3 JIOJDKEH paccMaTpHUBAThCS BHE 3aBHUCUMOCTH OT (Ppakiuu BbIOpoca JIEBOTO

KEITy0UKa.

3. Hdua cumnromaruyeckoro yedenus: manueHToB ¢ AKMII u XCH tepamus
uHI'KT-2 moxer ObITh peKOMEHIOBaHA B KA4€CTBE METO/a BbIOOpa IpU OTCYTCTBHUU

MIPOTHUBOMOKA3aHU.

4. OTpunarenbHBI pe3ynbTar cuuHTUrpaduu Muokapaa ¢ °"Tc-PYP me
UCKIIFOYAeT HaIW4Msl aMWIOWJIHOM  KapAUOMMOIIATHW, HCJIEJAOBAHHUE  SIBISETCS
UHCTPYMEHTOM HEWHBA3MBHOM au]QepeHnanbHOl AUarHOCTUKU Pa3jIMYHBbIX THIIOB

6CJ'IKOB'Hp CAIICCTBCHHHUKOB aMHHOHI[HOﬁ KapaAnOMHUOIIATHH.
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Cnmcok cokpameHui

AB-6110kaa — aTpMOBEHTPUKYJIISIpHAS OJI0Kaaa

Al — apTepuanibHas runepTeH3us

AJl — apTepualibHOE TaBJICHHE

AKMII —amunioniHas KapaAuoMUuOnaTUs

AMKP — aHTaroHUCThl MUHEPATOKOPTUKOUIHBIX PELIENTOPOB
APHMU - aHrMOTEeH3MHOBBIX PELIENTOPOB U HENPHUIIM3HUHA HHTUOUTOP
AC — aopTanbpHBIN CTEHO3

BADB — 6eta-aapeHo0n0KaTopsl

BPA - 610kaTopsl penentopoB aHruorensuna ||

BCC — BHe3anHas cepaeyHasi CMEPTh

B/Y4 — BBICOKOUYBCTBUTEIbHBIN

['KMII — runeptpoduueckas KapAUOMHUOTIATHS

JJ1 — nuacronuyeckas AUCHYHKITUS

JAW — noBepuTenbHBI HHTEPBAI

KKT — x)eny104HO-KHUIIEYHBIN TPAKT

UAII® — UHrUOUTOPHI AHTUOTEH3UHITPEBpaIIaroNero hepMmenHTa
KB/I — xapauoBepTep-aebuOpuusiTop

KT — xommeroTepHas Tomorpadust

JIHIII" — neBas HOokKa myuka ['nca

MPT — marHuTHO-pE30HAHCHASI TOMOTpadus

HIIC — Hapyuienus npoBOAMMOCTH CEpALLA

HPC — napymenus putma cepaua
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OJICH — octpas neKOMIEHCALHNs CEPICYHOM HETOCTATOYHOCTH
OP — oTHOI1lIEHHE PUCKOB

OOKT — ogHo(poTOHHASI IMUCCHOHHAS KOMIIBIOTEpHAsi TOMOTpadust
[THIII" — npaBast HOkKa myyka [ 'uca

[THC — nepudepuueckas HepBHask CUCTEMA

PKMII — pecTpuKTUBHasA KapAUOMHUONATUS

P®II — paguodapmnpenapat

CA-6nokana — cuHoaTpuaabHas 0J10Kaia

CLJIA — cucronnueckoes aBJICHHE B JIETOYHOM apTepHUH

CKK — cuHIpoM KapnaJbHOTO KaHayia

CK® — ckopocTh KIIyOOUKOBOW (PUIIbTpaiuu

CJIL] -cBOOOHBIC IETKHE TIETTH

CH — cepaeuynas HEJOCTaTOYHOCTD

T6MX — TecT ¢ 6-MUHYTHOM XOK00#1

T3CJDK — TonmuHa 3aHEN CTEHKH JIEBOTO KETyI0YKa
TMIKII — TonmmHa MEXKETYA0OUKOBOW NEPETOPOIKHI

@B JIK — ¢pakius BeIOpoca JIEBOro Keay104Ka

OK — pyHKIMOHAIBHBIN KJ1ACC

@I — pubpumnsanms npeacepania

XM-3KIT" — X0aTepoBCKOE MOHUTOPUPOBAHHE SIICKTPOKAPANOTPAMMBI
XCH — xpoHuueckas cepAeyHasl HeI0CTaTOYHOCTh

XCHc®B — xponudeckas cepjedHas HEIOCTaTOYHOCTh C COXpPaHCHHOW (Ppakiuei

BBIOpOCa
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OKI — sanexTpokapauorpadus

OKC — 31eKTpOoKapINOCTUMYJISATOP

DOMBb — sr10MHOKapANATbHAS OUOTICHS

Ox0KI" — sxokapauorpadus

AA - amuon103, aCCOIMUPOBAHHBIN C CUCTEMHBIMH BOCTIATUTEILHBIMU 3a00JI€BaHUAM
AL — amMmuion 103 JETKUX 1eTe UMMYHOTJIO0YJTHHOB

ATTR — TpaHCTHUPETUHOBBII aMIIIOUI03

ATTRV — HaclieICTBEHHBIN THUI TPAHCTUPETUHOBOTO aMIJIOM 1032

ATTRW — «1MKui» TUI TPAHCTUPETHHOBOI'O aMHUJION103a

CRT — Cardiac resynchronization therapy — cepae4ynas pecHHXpOHU3HPYIOIIAs TEPAITUS
ECV — Extracellular volume — BaekeTo4YHbI 00BEM

GLS - Global longitudinal strain — rmo6aneHas mpoobHas qedopMarus

H/CI - Heart-contralateral ratio — cooTHoIIeHUE Ceplie-KOHTpallaTepaibHasi CTOPOHA
LGE - Late gadolinium enhancement - orcpoueHHOE HAaKOIUICHHUE T'aIOJIMHUS

MLHFQ - The Minnesota Living with Heart Failure Questionnaire — OmnpocHuk

MunHecoTckoro YHuBepcuTeTa creruanbHo st 0ompHbIX XCH

NAC - National Amyloidosis Center — Haunonansusiit Llentp AMunonmos3a
NT-proBNP — N-koHI1€BO# (hparMeHT HATPUIYPETUIECKOTO TIPOTIETITH A
NYHA - New York Heart Association — Hbm-ﬁopKCKaﬂ acCOIIMaIs Cepna
PYP — mupodocdar

TTR — TpancTUpeTUH
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Ipuiaoxenus

Ipunosxkenne 1. Onpenencare @K XCH Ha ocHOBaHHH IEPEHOCUMOCTH (PHU3UIECKIX HATPY30K

u cornacHo guctaniuu T6X [AmantupoBano u3 252]

®K XCH | IlepeHocumMocTh (py3HMUECKHX HATPY30K JAucranuus
T6X, meTpoB
I OrpannueHusi (PU3NYECKOH AaKTUBHOCTH OTCYTCTBYIOT: 426 - 550

IMPpUBbIYHAA CI)I/I3I/I‘-IGCKa$I AKTUBHOCTb HC COIIPOBOXIACTCA
HE CONPOBOXKIACTCS OBICTPOIl  yTOMJISIEMOCTbIO,
TOSIBIICHMEM OJIBIIIKU WU cepanedueHus. [1oBbIIeHAYO
HArpy3Ky TAalMeHT TEePEHOCUT, HO OHa  MOXET
COIIPOBOKAATHCA OZII)IIHKOﬁ I/I/I/IJII/I 3aMCJICHHBIM

BOCCTaHOBJICHHEM CHUJI

I He3nauntenbHoe orpaHnndeHue GU3MIECKON aKTUBHOCTH: B 301-425
MOKOE CHUMIITOMBI OTCYTCTBYIOT, NMpPHBBIYHAS (DU3HUYECKas
AKTUBHOCTH COIPOBOXKIACTCS YTOMJISIEMOCTBIO, OIBIIIKOM

WJIU cepilieOneHrneM

Il 3ameTHOE orpaHuueHue (pU3n4ecKoi aKTUBHOCTHU: B MTOKOE 151-300
CUMITOMBI  OTCYTCTBYIOT,  (U3WYECKas  aKTUBHOCTH
MEHBIIICH WHTCHCHUBHOCTH 110 CPABHEHHIO C IMPUBBIYHBIMH

Harpy3kamMum COIpPOBOKIAACTCA IMOABJICHUEM CUMIITOMOB.

v HeB03MOXKHOCTD  BBIOJIHHUTH KaKylo-TH00 (PHU3HUECKYIO <150
Harpy3ky Oe3 mosiBiaeHusi auckomdoprta; cumnrombl CH
NPUCYTCTBYIOT B TIOKOE M YCHJITMBAIOTCS TIPU MHHUMAIBHOM

(bu3nUecKoil aKTUBHOCTH




IIpunoxkenune 2. MoaupunupoBaHHas mIKajda CyObEKTUBHOW OLEHKH BBIPQ)KEHHOCTH OJBIIIKU T10

Bopry [AnantupoBano u3 253]
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Ipuaoxkenue 3. [lkana onenku kiuHrueckoro cocrosuus nanuenta ¢ XCH (ILIOKC) [AxantupoBano

u3 252]
Cumnrom/npu3Hak BeipakenHoCTH KonuyectBo 0annos
OpImka 0 — mer;
1 — npu Harpyske;
2 — B IIOKOE
WUsmenmncss au Bec 3a | 0 — Her;

MOCICIHIOKO HEACIIIO

1 - yBenuuuics

XanoOsl Ha mepebou B paboTe

cepaua

0 —Huer; 1 -ecThb

B KakoM TOJIOKEHNN

HaXoauTcCA B IIOCTCIIN

0 — ropHU30HTABHO;

1 — ¢ IPUMOAHATHIM TOJOBHBIM
KOHIIOM (JZ1B€ 1 00Jjiee MOTYIIKH);

2 — IUTIOC MTPOCHINIACTCA OT YIYILIbS;

3 - cuns

Halyx1ue nieiiHpie BEHBI

0 — mer;

1 — nexa;
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2 - crosd

Xpunsl B 1ErKUX 0 — mer;
1 — HwxkHKMe oTAebl (1o 1/3);
2 — 1o nomarok (10 2/3);

3 — HaJ Bcell MOBEPXHOCTHIO JIETKUX

Haynmume putma ranoma 0 — uer;
1-ectp

[Teyenn 0 — He yBenMueHa;
1-— 105 cmMm;

2 — Oosee 5 cm

Oréxu 0 — macTo3HOCTB,;
2 — OTéKH,;

3 - aHacapka

Yposens CAJ] 0 — 6osee 120 MM pT. CT.;
1-100-120 mm pr. cT.;

2 —wmenee 100 Mmm pT. CT.

Hroro

0 6ay0B — OTCYTCTBHE KJIMHUYECKUX ITpu3HaKoB CH;
| ®K — menb11e nm paBHO 3 OasiaMm;

Il ®K — ot 4 no 6 6aios;

Il ®K — ot 7 1o 9 6annos;

IV ®K — 6onbie 9 6annos

IIpuioxenune 4. MUHHECOTCKUI ONPOCHUK KauecTBa )KU3HHU Y OOJIBHBIX C CEpJCUHON

HEI0CTaTOYHOCTHIO [ AmanTtupoBaHo u3 254]

Mermrana 11 Bam cepacuHas HEJOCTATOUYHOCTD KUTh TAK, KaK XOTCJIOCh ObI B TCUCHUE MNOCJICOAHETO

MecsIla U3-3a:

OTEKOB T'OJICHEH U CTOII

Heob0xoauMocTH OTABIXaTh JHEM

TpyaHocTH noIbEMA IO JIECTHHUILIE

TpynHocTH paboThI IO 10MY

TpyaHOCTH € oe3jKaMu BHE loMa
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Hapymennii Ho4HOTO CHa
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7 TpynHOCTH OOLIEHHS C APY3bSIMU 0 1 2 3 4 5
8 CHmkeHus 3apaboTKa 0O 1 2 3 4 5
9 HeB03MOKHOCTh 3aHUMATKCS CIIOPTOM, X000U 0O 1 2 3 4 5
10 CekcyanbHbIX HapyLIEHUI 0 1 2 3 4 5
11 OrpaHu4YeHuid B TUeTE 0O 1 2 3 4 5
12 UyBcTBa HEXBAaTKH BO3IyXa 0 1 2 3 4 5
13 Heo6xoaumoctu sexartp B 60JIbHULIE 0 1 2 3 4 5
14 YyBcTBa ci1ab0CTH, BAJIOCTH 0O 1 2 3 4 5
15 Heo6xoauMocTu miIaTUTh 3a JIe4eHne 0 1 2 3 4 5
16 [ToGouHbIX EHCTBUIL JIEKapCTB 0 1 2 3 4 5
17 YyBcTBa 00Yy3bI ISl POJTHBIX 0O 1 2 3 4 5
18 UyBCcTBa MOTEPH KOHTPOJIS 32 )KU3HBIO 0 1 2 3 4 5
19 UyscTBa OecriokoiicTa 0 1 2 3 4 5
20 VYXynuieHrus BHUMaHUS 0O 1 2 3 4 5
21 UyBcTBa nenpeccuu 0 1 2 3 4 5

BapuanTsl 0OTBETOB:

0 —mner

1 — ouens Mano

2 — Maio
3 — yMEepeHHO
4 — MHOTO

5 — oueHs MHOTO
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