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OBHLIASI XAPAKTEPUCTUKA PABOTbI

AKTYyaJIbLHOCTB HccjieoBaHus. bpems amuiionio3a cep/ia B COBpeMEHHOM O0IIIEeCTBE
3HAUUTENIbHO yBenuuuBaeTcs. OHAKO, pealibHasl pacpOCTPAaHEHHOCTh aMUJION 1032 Cep/lia B
oOmieil momynsiuuu ocTaeTcsl HejooleHeHHoW. Ha cerogusmuuili aeHbp mpoOiema paHHEH
MEePBUYHON JAMArHOCTUKU amujouaHod kapauomuonatuu (AKMII) wu  nmanpHediero
TUMUPOBAHUS OeJIKa-TIPEANIECTBEHHUKA SIBIISETCS KpalHe 3HAYMMOM JIJIs YIy4IlleHUs TPOTHO3a.
HaGmromaercs Hu3kash HAaCTOPOKEHHOCTh Bpaued, a oOmupHas KIMHUYECKas KapTUHA U
OTCYTCTBHE MATOTHOMOHUYHBIX CUMIITOMOB 3aTPYyAHSIOT MMOCTAaHOBKY JUartHosa. PesynbpTaTom
HECBOCBPEMEHHON JUArHOCTHKU SIBJISIETCS HEONarompusTHBIA MPOTHO3 MJis MalMeHTa C
BBICOKMM PHUCKOM JIeTaIbHOrO ucxoja. OJHUM U3 METOJIOM JUArHOCTHUKH, IMO3BOJISIONIUM
MPOBOIUTh HEWHBA3MBHYIO AU(PGEpEeHINATbHYI0 TUArHOCTHKY u TunupoBanue AKMII,
SIBJISIETCS TPOBEJICHNE CIMHTUTPaPUU MUOKapJa ¢ OCTEOTPONMHBIMU paanodapMIipenapaTaMu
(P®IT) (B Poccwuiickoii ®enepanuu ucnonssyercs PMTc-nupodocdar (PYP). Oanaxo, B
HACTOsAIIEe BPEMsS HE CYIIECTBYET €IMHOTO MHEHHS DKCIIEPTOB B OTHOIICHHH MPOTOKOIA
UCCIIEIOBAHUS, BBIMIOJIHSIEMBIX JTAIOB, a TAKXKE CPOKOB dKcno3uuuu POII.

[ToMuMO TpyAHOCTEH B TUATHOCTHKE 3a00JI€BaHUS TaK)K€ OCTPO CTOUT BOIMPOC TEPATHHU
JaHHOM Tpynmbl NanreHToB. OCHOBHBIM IMPOSBICHUEM aMHJIOH03a Cep/illa B OOJBITUHCTBE
ciy4yaeB sBisieTcs cepaedHas HemocTtaTodHocTh (CH). OcoOGeHHOCTH TeMOJWHAMHUKUA Yy
nariueHToB ¢ AKMII He mo03BOJNSAIOT Ha3HAYaTh NAIMEHTaM ONTHMAJbHYI0 Oa3HCHYIO
«kBagporepanuio»  CH. IlpemapaTel  rpynmbel ~ WHTHOMTOPOB  HATPUN-TIIFOKO3HOTO
koTpancnoptrepa 2-ro tuna (MHI'KT-2) B kpymHBIX paHIOMH3UPOBAHHBIX HCCIIEIOBAHHUIX
JoKasany cBoro 3¢ dekTuBHOCTH B JeueHnH XCHc®B, ogHako, B IuTEpaType HET JOCTOBEPHBIX
JTaHHBIX 00 A(DPEKTUBHOCTH M OE30MAaCHOCTH MPUMEHEHHS JaHHOW TPYIIIBI MPEnapaToB y
narenTos ¢ AKMII.

Hean ucciaenoBanus. M3yduts 0COOCHHOCTH KIMHHUYECKOTO TEUYCHHUS Pa3HBIX THUIIOB
aMWJIOWJIHOM  KapJMOMHONATHHM,  BO3MOXXHOCTHM  HUX  HEWHBA3UBHOM  JIMAarHOCTHKHU
PATMOHYKJIMJIHBIM METOJIOM, a TaKXe JIMHAMHUKY KIMHUYECKOW CHMITOMATHKH Ha (OHE
paHHero Ha3HaYeHUs HHTHOUTOPOB HATPHH-TIFOKO3HOTO KOTPAHCIIOPTEpa 2 THIIA.

3agauu nccjaeI10BaHHSA
1. OmnpenenuTs KIWMHUYECKHE OCOOCHHOCTH TEUEHMSI AaMUJIOUJHOM KapJIMOMHUONATUU
(okcTpakapauanbHble W KapAWalbHbIE  CUMIITOMBI,  BU3YyaJIU3UPYIOLUIME  MPHU3HAKH,

nabopaTopHbIE MapKephl) B 3aBUCUMOCTH OT THma ammiionno3a (AL/ATTR).
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2. O1IeHUTH 9acTOTy Pa3BHUTHUS PA3HBIX THUIIOB CEPACYHON HEAOCTATOUYHOCTH MPH aMUJIOUTHOM
KapJIMOMHUOTIATUH.

3. M3yunTh mepeHOCHMOCTh ONTHMATbHON OA3MCHOW TEpanuu y MAIMeHTOB C aMUJIOWIHOM
KapJIMOMHUONATHEN, a TAKKE OLUECHUTh TEYEHUE XPOHUUYECKOW CEPICUYHON HETOCTATOYHOCTH Ha
(oHe Ha3HAUYEHUS UHTUOUTOPOB HATPUI-TIFOKO3HOI'O KO-TpaHCIOpTepa 2 THUIIA.

4. OuEHWTH 4YyBCTBUTENBHOCTh M CIEHU(PUYHOCTL CUMHTHrpaduu MuoKapaa ¢ oMTc-
nupodocdarom B BesiBaeHun ATTR.

5. ComocrtaButh cuuHTUTpadUUYECKHe TapamMeTpbl C  KIWHUKO-JAUATHOCTUYECKUMU
MoKazaTessiMu ¢ 1enbto nuddepennuansaoi auarnoctuku ATTR.

6. OLEHNTh IMHAMUKY TTApaMeTPoB cuuHTUrpaduu Muokapaa ¢ *°"Te-mupodocdarom Ha dhone
natorenerndyeckoit repanuu ATTR.

Hayunas woBu3Ha. Bnepsoie B Poccuiickoit ®denepauun chopmupoBaHa KpynmHas
BBIOOpPKA OOJIBHBIX C aMUJIOMJIHOM KapJUOMMOINATHEH, Ha OCHOBaHUU KOTOPOHM MpPOBEACH
aHaJu3 O0COOEHHOCTEM KIMHUYECKOro TEYeHHWM NaHHOTro 3abojeBaHus. BrepBbie B MHpPOBOIA
OPaKTUKE B paMKax OJHOIEHTPOBOTO MHWJIOTHOTO MPOCIEKTUBHOTO PAHIOMH3UPOBAHHOIO
KJIMHUYECKOT'0 UCCIIEeI0OBaHuUs OlleHeHa 3((EeKTUBHOCTh U 0€30MaCHOCTh PAHHETO HAa3HAYEHUs
uHI'KT-2 y nmanuentoB ¢ XCH, pasBuBmierica Ha one AKMII BHe 3aBUCHUMOCTH OT Oeyka-
npeaniecTBeHHUKa. BrepBble chopMHpOBaHBI MPOTHOCTHYECKHE MOJIEIN 3aBUCHUMOCTHU
Hamnunss AKMIT u ATTR-AKMII B 3aBHcHMMOCTH OT psia KIMHHYECKUX, JaOOpaTOpHO-
UHCTPYMEHTAIbHBIX  (PAKTOPOB, KOTOpbIE OOJNANAIOT BBICOKOM YYBCTBUTEIBHOCTBIO U
cnenuduanocThio. BmepBeie B Poccuiickoit denepaiiny OlEHEHa YYyBCTBHTEIBHOCTh U
crenuuuHOCT cUUMHTHIpadun Muokapaa ¢ P°MTc-PYP oTHOCHTENEHO KOMILIEKCA KIMHUKO-
7a00paTOPHBIX JAaHHBIX. BrepBhle OlleHEeHa poib CHMHTUrpaguu MHOKapaa ¢ ™Tc-PYP B
MoHUTOpHpoBaHuH TmporpeccupoBanus ATTR-AKMII u nuHamuika CIMHTUTPAPUUISCKUX
napamMeTpoB Ha (OHE TMPOBEACHUS TMATOTCHETUYECKOM Tepamuu CcTabuiIm3aTopaMu
TPaHCTUPETHHA.

TeopeTnueckasi 1 MpaKTU4YeCKasi 3HAYMMOCTb Pe3yJbTaToB. Pe3ynbTaThl paboThl
JEMOHCTPHUPYIOT, YTO HECMOTPsI Ha OOIIHOCTh MATOTE€HE3a B BUJIE OTIIOKEHHUSI HEPACTBOPUMBIX
¢bubpunn amminonaa, AL- u ATTR-ammiono3 uMEIOT NPUHIMIIUATBHO PA3IUYHOE TEUCHHE.
D10 uMeeT OOJNBIIOE KIMHWYECKOE 3HAUYCHWE IS Bpadedl pa3IMyHBIX CIEIUATbHOCTEH,

IMMOCKOJIBKY IMMO3BOJISICT IOBBICUTDH I/IH(bOpMI/IpOBaHHOCTb O JaHHOM 3a6OJ'IeBaHI/II/I, CBOCBPCMCHHO



3anono3puth Hanumure AKMII Ha panHux cragusix 3a0ojeBaHMs, KOTJa MaTOr€HETHYECKas
Tepanus Hanbosiee 3¢ HeKTUBHA.

B pamkax mnpocneKTMBHOrO wuccienoBaHus A(P(EKTUBHOCTH U 0OE30MaCHOCTH
HazHaueHuss ”HI'’KT-2 y nanuentos ¢ XCH, pa3Busiueiica Ha ¢one AKMII BHe 3aBucumoctu
OoT Tuna OelKa-IpeaIIeCTBEHHUKAa YCTAHOBJIEHO, YTO TEpamus XOpOIIO MEepEeHOCUIIACH,
HEeXXeJaTenbHbIX M0o00YHBIX d(h(dekToB HEe Obuto 3apeructpupoBano. Tepamuss wHI'KT-2
NpUBOAMIA K  YIYYIICHHIO  KIMHUKO-(QYHKIMOHAJIBHOTO  CTaTyca, CONPOBOXKIAJIach
MOJIOXKUTENbHON TUHAMUKON KapIuocnelu(pUYecKuXx MapKEpOB. YCTaHOBIIEHO, YTO Teparus
XCH (uAIl®/APHU/BPA, BAB) Moxer Ha3HauaThesa nanueHtam ¢ XCH na ¢one AKMII,
OJIHAaKO TpeOyeT UHIMBUYaIbHOTO MOJIX0/1a.

OnpeneneHre 4yBCTBUTENBHOCTH M CHEHU(UYHOCTH PAaTUOU30TONHBIX MapaMeTpoB
MO3BOJISIET M3YYUTh BO3MOXKHOCTHM HEHWHBA3UBHON MuddepeHIIMalIbHON TUAarHOCTUKU THUIIOB
AKMII, a raxxe ynmyumute nuarHoctuky AKMII B Poccuniickoit @enepanuu, 4To MO3BOJIUT
n30exarh 3aTpaT Ha HeOOOCHOBaHHBIE U TOBTOPHBIE UCCIIEIOBAHUS.

Mertonosiorusi u Metoabl HcciaenoBaHusa. PaGora BbeimonHeHa Ha 0asze oTxaena
3a00JIeBaHUI MHOKapJa M CEpACYHON HEAOCTATOYHOCTH M OTHeNa PaAUOHYKIHIHON
JIMArHOCTUKA UM TO3UTPOHHO-OYMUCCHOHHOW ToMmorpaduu HayuHo-uccienoBaTenbcKoro
WHCTUTYTa KIMHUYecKoW kapauonorun uM. A.JI. Msacaukosa ®I'BY «HMUIIK um. ak. E.W.
YazoBa» Mun3apasa Poccun.

JlJis MOCTH>KEeHUS MOCTaBJICHHBIX 3aja4 McclieZloBaHue ObLIO pa3/iesieHo Ha JiBa JTara.
[lepBoiif 3Tam — 00cepBallMOHHOE OMUCATENIbHOE UCCIEIOBAaHUE, B paMKax KOTOPOTO
otieHuBasIoCh KinHI4eckoe Teuenne AKMII B 3aBUCHMOCTH OT THIa GeNKa-npeAnIeCTBeHHHKA,
0COOCHHOCTH J1aO0OpaTOPHOM JMATHOCTHUKKA W BHU3YaTU3UPYIOIIMX METOJOB JTUATHOCTUKU
(onextpokapmuorpadus (DKI'), DxoKI, cumntMrpagus muokapma c °"Tc-PYP). 3a 12-
MECSYHBIA  Tepuoji  HAONIONEHUS  OLCHHBAINCH  CEPACYHO-COCYIIUCTBIE  COOBITHS,
nepeHocuMocTs Tepanuu XCH.

Bropoii sTanm — NpPOCHEKTHBHOE NWJIOTHOE OAHOLEHTPOBOE PaHIOMHM3UPOBAHHOE
uccinenoBanue dpdexruBnoctu u 6ezonacHoctu HHI'KT-2. [TanimeHTsl paH1OMU3UPOBAHbI B 2
rpynnst: rpynmna tepanuu HHI'KT-2 u rpynmna 6e3 npuema uHI'KT-2. TTanmentsr obenx rpymnmn
nonyyanu OasucHyro Tepanuio XCH ¢ y4eroM NEepeHOCHMMOCTH TPYIII IpernapaTosB.

[IponomkutenbHOCTh HAOMIOJEHUS COCTaBUJIa 6 MecsleB. 3a 3TOT MEPHOJl OLIEHUBAJICS



KIIMHUKO-(YHKITMOHAIBHBIX CTaTyC, TUHAMHUKa J1a00paTOpHBIX MapképoB, muHamuka DXoKI
MapaMeTpoB, HAUTHYUE CEPIICTHO-COCYAUCTHIX COOBITUH.

[IpumeHsieMble METOIBI JUATHOCTHUKKA ¥ MPOBOJUMAs TEpamusi COOTBETCTBYIOT
COBPEMEHHBIM KIIMHUICCKUM pEeKOMEHAAMsIM. [T cTaTHCTHYECKO 00pabOTKHU UCITOJIb30BaHBI
peIICBaHTHBICE W COBPEMEHHBIC pPACUCTHBIC METOJMbBI, ITOJHOCTHIO OTBEYAIOIIME 3aJadam
HACTOSIIIEH pabOTHI.

IoJ10keHNsl, BBIHOCHMbIE HA 3AIIUTY
1. HecMmoTpst Ha OOLTHOCTH MATOT€HE3a PA3HBIX THUIIOB AMHIJIOMIHON KapJIUOMHOIIATHN B BUJIC
OTJIOKeHUs aMuIonaHbIX Guopuiui, AL u AT TR-aMuiIou103 UMEIOT pa3InyHOE KIMHUYECKOE
tedeHne. AlL-amwionno3  Xapaktepusyercs ~— Oojieeé  BBICOKMMH  KOHICHTPAIUSIMHU
KapAuoCcIenu(UIecKuX MapKepoB.

2. CepneuyHass HEJIOCTATOYHOCTh IPH AMHWJIOUTHOW KapAHMOMHUONATHH XapaKTEPU3YIOTCS
pa3IMYHBIMU TUTIAMU — HaOMroaaeTcs kak coxpanennas @B JIXK, Tak u yMepeHHO-CHMKEHHAS
Y CHU)KCHHAS.
3. IlammeHnTaM C XpPOHUYECKOH CEPACYHON HEJOCTAaTOYHOCTHIO Ha (OHE aMWJIOUTHOMN
KapJMOMHOIIATHH MOKET ObITh Ha3HAUCHA CTaHJIapTHAs Tepamnus CepAcYHON HEeIOCTATOYHOCTH
C YYeTOM HHJMBHUAYaJbHOW MEPEHOCHMMOCTH TPYII MpenaparoB. Tepamuss MHTHOMTOpaMHU
HATPHUN-TIIOKO3HOTO KOTPAaHCTIOpTepa 2-TO THUIA PEKOMEHOBaHA IMallMeHTaM ¢ XPOHUYECKOH
Cep/ICUHON HEJ0CTAaTOYHOCTHIO Ha (POHE aMIIJIOUTHON KapJUOMHOIATHH BHE 3aBUCHMOCTH OT
Oenka-TipeIIecCTBEHHUKA.
4. TnanapHas cuuaturpaduu ¢ *°"Tc-PYP B Beisenenun ATTR-AKMII o6nagaer BBICOKOM
4yBCTBUTENBHOCTHIO, OJHAKO HHM3Ko# crenuduunoctsio. ODKT/KT npu Hakomnenun *°MTc-
PYP B muokapae mHTeHCHBHOCTBHIO Grade 2-3 oOmamaeT BBICOKON YYBCTBHTEIBHOCTBIO U
CHenu(pUIHOCTHIO.
5. [IlpennmokeHHass TporHocTUyeckas Mozenb 3aBucuMmoctn Hamuumss ATTR-AKMII,
BKJIIOYAIOIIAsl KJIMHUKO-JIMAarHOCTUYECKUE IIOKA3aTelIM, UMEET YYBCTBUTEIBHOCTH 97,9% wu
cneruuaHOCcTh 98,9% Ha srane nuddepennmanpaon quarnoctuku ATTR-AKMII.
6. Ha ¢one maroreHeTwueckoil Tepamuu CTAOMIM3aTOpaMU TPAHCTUPETHUHA M0 JaHHBIM
cMHTUTpaduu Muokapaa ¢ °™Tc-PYP HaGmionaercs TEHAEHIMSA K YMEHBIICHUIO MOKa3aTess
H/CI u ymensienunto nonu nanueHtoB ¢ Grade 3.

JInynplii BKJQA aBTOpPa. ABTOPOM COBMECTHO C HAyYHBIMH PYKOBOJUTEISIMU

OCYILECTBISUIOCH TUIAHMPOBAHHUE OU3aifHA HCCIEeNOBaHUs, (OPMYIHPOBAHHE €r0 OCHOBHOU



LeIM U 337a4. BBINONHEH NMOMCK M BCECTOPOHHMN aHAIM3 OTEUYECTBEHHBIX U 3apyOE’KHBIX
JUTEPATYPHBIX JAHHBIX JJIS1 OMPEEIICHNUS ONTUMAIBHON METOI0JIOTMH padboThl. bbll mpoBeeH
Ha0Op MalUMEHTOB JUIsl BKJIIOYEHHS B HCCIEAOBaHHE. ABTOPOM OCYIIECTBISJIOCH BEACHUE
MAlMEeHTOB KaK aMOyJlaTOpHO, TaKk M B YCJOBHSX CTallMOHapa B TEUYEHUE BCETO IMepuoja
HaOmoneHus. [IpousBeneH cOOp NMEpPBUYHBIX JAHHBIX, HA OCHOBAaHMU KOTOPBIX CO3/JaHA U
CUCTEMaTH3upoBaHa ©0a3a JaHHBIX. ABTOpPOM BBINOJIHEHA CTaTHCTHYecKas oOpaboTka
MOJIYYEHHOT'O0 MaTepuala, pe3yjabTaThl HHTEPIPETUPOBAHBI C MOCHeAyomeld HOpMyITHPOBKON
BBIBOJIOB. [loyueHHbIE BBIBOJABI OTPAXKEHBI B HAYYHBIX CTaThAX, NyOJUKyEeMBIX B
peleH3upyeMbIX n31aHugx. B mocnenyromem chopmupoBaHa quccepTalmoHHas padora.

O0beM u cTpykTypa auccepramum. J[[uccepranuonHHas paboTa TpaauIIMOHHO
CTPYKTypUpOBaHa M COCTOMT H3: BBeAeHHUs, TnaB «O030p auteparypb», «Marepuaibl u
MeTOoNIbI», «Pe3ynbrarby, «O0cyXIeHne pe3yibTaToBY, 3aKII0UEHUS, BHIBOJOB, TPAKTUYECKUX
pexomenaanuii. Matepuansl paboTsl U310keHbl Ha 161 cTtpanuie. Pabora mmoctpupoBana 24
pucyHkamu u 18 Tabnumamu.

Myboaukanun. Martepuanbl JUCCEpTAMOHHONM pPAaOOTHI M3JO0XKEHBI B 9 MeuYaTHBIX
pabotax, 8 M3 KOTOPBIX OIMYOJUKOBAHBI B PELEH3UPYEMbIX HAYYHBIX H3JaHUSX,
PEKOMEH/IOBaHHBIX B IMepeuHe Bricmiell aTTecTallMOHHOW KOMHUCCUU TNpU MUHUCTEPCTBE
oOpazoBanus u Hayku Poccuiickoit denepanyiu, 1 Hay4Hast cTaThsl OMyOJUKOBaHA B M3AAHUH,
pereH3upyeMbIM SCOPUS.

CreneHb 10CTOBEPHOCTH U anpodanus pe3yabTaToB. J[0CTOBEpHOCTHh U HAJEKHOCTh
c(hOpMYIMPOBAHHBIX BHIBOJIOB OOECHEUYMBAETCS JTOCTATOYHBIM YHCIOM IMAIIMEHTOB C YYETOM
ophaHHOCTH U3y4aemMoro 3a00JIeBaHMsI, TIIATEILHBIM IJIAHUPOBAHUEM JIM3aiiHa UCCIIeI0BaHNUS,
MPUMEHEHHEM COBPEMEHHBIX BHICOKOTEXHOJIOTUYHBIX METOIOB UCCIICIOBAHMUSI.

OcHOBHBIE MaTepuasbl MCCIEIOBAHUS JOJOKEHb HA POCCHMCKUX KOHTpeccax u
KOH(pepeHIUAX: MeXpernoHanbHol koHpepeHn «CepieuHasl HeIoCTaTOYHOCTh OT A 1o Sl.
Kak He moTepsTh manueHTa Ha 3Tanax oKa3aHUs METUIIMHCKOW moMormuy (8 mexadbps 2020r.;
19 mas 2021r.; 8 nmexabpst 2022r.; 18 mas 2023r.; 7 nexadbps 2023r.); dopyme MOIOIBIX
kapauoioros 2022 (13 mas 2022r.); X PoccuiickoM ¢Gopyme Mo cepeyHOi HEAOCTATOUHOCTH
u 3aboneBaHusiM Muokapna, r. Yda (4 oxrabps 2023r.); 26-m Konrpecce Poccuiickoro
o0ImecTBa XOJTEPOBCKOTO MOHHUTOPHPOBAHMS M HEWHBA3MBHOW  3iIeKTpoduznonoruu
(POXMHHD), 18-m Bceepoccuiickom koHrpecce «KnmHunueckas anekTpokapauonorusy», Xl-i

Bcepoccuiickoii koHbepeHuu nerckux kapauonoroB ®MBA Poccun, 1. Actpaxans (23-24
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anpens 2025r.); XIX BcepoccuiickoM HallMOHAJIbHOM KOHIPECCE JIYYEBBIX JUArHOCTOB U
tepaneBToB «Paguonorus-2025» (28 mas 2025r.); 14-it Bcepoccuiickoil KOH(pEpeHIHH ¢
MEXIyHapOoaHbIM yuacTueM «lIpoTuBopeursi COBpEeMEHHOW KapJIWOJIOTHUHU: CIOpHbIE U
HepenieHHbIe Bompock», T. Camapa (7-8 Hosa0ps 2025r.); II-m Konrpecce ¢ MexIyHapOIHBIM
yuyactueM «l'enetnka u cepaue. Ot pacumiudpoBKH reHOMa - K KIMHMYECKOW MPaKTHUKE», T.
Mocksa (7-8 deBpans 2026r.).

Ampobarnusi  AuccepTalyd  Tpoljia Ha MeXoTaeleHuecko koHdepenimu HUNU
kinHn4ecko kapauosiorun um A.JI. MsacaukoBa ®I'BY «HMHULIK um. ak. E.M. YazoBa»
MunznapaBa Poccuu 31 mapra 2026 roma (mpotokon Ne2). Jluccepraiusi peKOMEHI0BaHa K
3aIluTe.

OCHOBHOE COJAEP)KAHHUE JUCCEPTAIIUN

Marepuanbl U MeToAbl HcciaenoBanusi. Pabora Obuia mpoBeneHa Ha 0asze oTnena
3a00€BaHU MHOKapJa M CEpJACYHONM HEIOCTATOYHOCTH ¢ OTJAeNa PaJuOHYKIUIHOU
JTUATHOCTHKHU U TIO3UTPOHHO-dMUCCHOHHON ToMorpadun HUW knmuHuYecKkor KapIMOJIOTHH UM.
A.JIL. MscuaukoBa ®I'BY «HMHUIK um. ak. E.M. YazoBa» MunznpaBa Poccuu. IIpotokon
uccienoBanusi Obul  onoOpeH He3aBUCMMBIM — STHYECKUM  KOMHUTETOM  KIMHHYECKHX
uccienoanuit ®I'bY "HMUIIK um. ak. E.W. Yazosa" MunzapaBa Poccuu (Homep mpoTokosa
Ne294 ot 30 oxTs16pst 2023 roxaa).

Bcero B umccnenoBanue Obuto BKIIOUEHO 218 marueHToOB, HampaBieHHBIX B PI'BY
«HMUMIIK um. ak. E.1. YazoBa» Munszapasa Poccuu ¢ nogo3penrem Ha Hamnuue AKMIIL. Y
110 mammentoB noarBepxaeH quarno3 AKMII, y 108 maruentoB nuarno3 AKMII nocroBepHO
uckiou€H. KimHuko-nemorpadguyeckass XapaKTepUCTHKAa BCEX MAIMEHTOB IPEACTABIICHA B
Taomune 1.

Ta6muma 1. Kiuunuko-gemorpaduueckass XapaKTepUCTHKAa BCEX  IMAIIMEHTOB,
BKJIFOUEHHBIX B HCCIIEIOBAHUE

XapaKTepuCTHKHU Bce manueHTBI
N=218

Bo3spacr, nonaHbIx et 66,5+13,2;
M=SD; 95% 1N 64,8 — 68,3
[Tomn, a6ce. (%) MY>KCKOU 123 (56,4)

KEHCKUN 95 (43,6)
AptepuanbHas runepteHsus, aoe. (%) 127 (58,3)
Nmemudeckas 6one3ns cepaia, ade. (%) 41 (18,8)
AHTHOIUIACTHKA CO  CTCHTHPOBAaHUEM 16 (7,3)
KOpOHapHBIX apTepuit, adc. (%)
Caxapnsblit tuabert, adc. (%) 78 (35,8)




[Iponomxenne Tabnuubl 1

XapaKTepuCTHKHU Bce manmeHThI
N=218

XpoHHnYeckas cepaevHast 197 (90,4)
HEJI0OCTAaTOYHOCTb, a0c. (%)
Hapymenus purma cepana, ade. (%) 140 (64,2)
Hapymennss mpoBoauMoCTH cepia, aoc. 113 (51,8)
(%)
UMT, kr/m? 25,7
Me [IQR] [22,3 — 31,5]

UccnenoBanue cocrosiio u3 AByx atamnoB. [lepBas yacTh paboThl — 0OCEpBaIIMIOHHOE
omucaTelbHOEe HcclenoBanne. Kpurepun BKIIOYEHUsS: BO3pacT OOJNBHBIX cTapiie 18 mer;
MOAMMCAaHHOE TAIMeHTOM WH(GOPMHUPOBAHHOE CcoOIylacke 00 ydYacTHH B HCCJEIOBaHUM,
aMUJIOWIHAsT ~ KapJAMOMHOIATHS, CHUCTEMHBIM aMHJIOMJ03 C TOpPaXEHUEeM  Cepala,
noarBepxaeHHbIe naHHbIMU DXx0KI' n/mumum MPT cepama ¢ KOHTpaCTUPOBAHUEM TaJIOJIMHUCM
MalMEeHTHI, HAIIpaBJeHHbIE ¢ moao3peHrneM Ha Hanmnuue AKMII, ¢ 10cTOBEpHO MCKITIOUEHHBIM
nuarHo3oM AKMII M HeraTMBHBIM pPe3ylbTaTOM cUMHTUTpaguu Muokapaa ¢ °"Tc-PYP
COCTaBWIM TPYNIy CpaBHEHUS MJs peau3allid 3aJayd 10 OILIEHKE CHeHU(PUYHOCTH HU
YYBCTBUTEJIBHOCTH PAJMOU30TOMHBIX IMapaMETPOB OTHOCUTEIBHO KOMIUIEKCA KIMHHUKO-
1abopaTopHbIX JNaHHBIX. KpuTepuu HCKIIOUEHHS: OTCYTCTBHE BO3MOXHOCTU MPOJOJIKHUTH
IPOBEJICHUE BCEX MEPOIPHUATHH, 3alJIaHUPOBAHHBIX B JAHHOM MCCIIEJOBAaHUH CO CTOPOHBI
00JIHbHOTO; XKeJlaHue OOJHLHOTO JOOPOBOJIBHO MPEKPATUTh YUaCTHE B MCCIIECOBAHUM; Pa3BUTHE
HENepeHOCUMBIX Mo00UHBIX 3P dekToB. Ha mepBom stane Obuto BimoueHo 110 mamueHTOB ¢
muarnozoM AKMIIL. TlpoBoauics cOGop xano0, ¢(u3uKambHBIA OCMOTp, J1abOpaTOpPHEIE,
WHCTPYMEHTaJIbHbIE  HcciefoBanusi, BkmtouaBmue OKI, XM-DOKI, 3OxoKI, mnpu
HeobxomumocT - MPT cepana ¢ konTpacTHeIM ycuneHueM. C 1enbio nuddepeHnuanbHoMl
muarHoctuky oo AKMII mpoBoamnacs cuuaTHrpadgus muokapaa ¢ PMTc-PYP. Cpox
HaOmoneHns coctaBui 12 mecsneB. OlleHWBaIach MEPEHOCHMOCTh CHUMITOMATUYECKOU
tepaniun  XCH wu narorenernueckoil Tepanuu. OlLeHHMBaNach 4YacToTa MOBTOPHBIX
TOCMUTAIM3AIM B CTallMOHAp B CBSI3M C CEPJCYHO-COCYTUCTBIMU TMPUYMHAMH, HAITUYHE
CEPICUYHO-COCYIMCTHIX COOBITHH 3a Iepruoa HaOI0ICHHUS.

Bropas yacTs paboThI - OTHOIIEHTPOBOE MUJIOTHOE MTPOCIIEKTUBHOE PAHIOMU3UPOBAHHOE
KIIMHUYECKOe wuccienoBanne. Kputepun BKIIOYEHHs: BO3pacT OOJBHBIX craprie 18 ier;

MOJIMMCAHHOE TAIMEHTOM HH(QOPMHUPOBAHHOE coOrjiacue OO0 YYacTUH B HCCIEIOBAHUY;
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aMWIOWJHAs  KapJUOMMOIIATUS, CHCTEMHBI aMWIOHWJI03 € TOpPaXEHHEM  CepAla,
noarBepxkaeHHble JaHHbIMU DXOKI™ n/unu MPT cepania ¢ KOHTpacTUpOBAaHUEM TaJIOJIMHUEM;
XpOHHYECKAsl CcepedHas HeJJOCTaTOYHOCTh, MOATBEPKACHHAS MOBBIIICHHEM ypoBHs NT-pro-
BNP>300 nir/mut uiin BNP >100 nir/mut; oTcyTcTBUE TpOoTHBOIIOKa3aHui K Ha3HaueHuto MHI'KT-
2. Kputepum HCKIIOYCHHS: OTCYTCTBHE BO3MOXXHOCTH MPOJODKUTH TIPOBEACHUE BCEX
MEpPOIPUATUH, 3allJIJAHUPOBAHHBIX B JAHHOM HCCJIEJ0BAHUU CO CTOPOHBI OOJNBHOIO; JKEJIaHUe
00JbHOTO JOOPOBOJBHO MPEKPATUTh y4YacTHE B HCCIEAOBAHHMM; PA3BUTHE HENEPEHOCHMBIX
1mo004HbIX 3D PEKTOB.

Bxmroueno 50 manuenToB ¢ paznuuHbiMu Tunamu AKMII, BHe 3aBucuMocTH OT Oenka-
MpeaecTBEeHHUKa amuionaa, ¢ seiaeHusmu XCH. HccnemoBanue 3aperucTpupoBaHO Ha
pecypce ClinicalTrials.gov - ID NCT05795400. I[Tauuentsl Obut paHIOMU3UPOBAHBI B JIBE
rpynnsl B cootHouieHuu 1:1. B rpynme 1 (n=25) k 6a3ucHoil Tepanuu ObUT 100aBlIeH MpUEM
uHI'KT-2. B rpynne 2 (n=25) mauueHThl HOJydYaad TOJbKO OazucHyro Tepanuio. Cpok
HaOJIIO/ICHNs TAalMEHTOB cocTaBuil 6 MecsaueB. OlLEHUBAICA KIMHUKO-(QYHKIIMOHATBHBIN
cTaTyc, NPOBOAMIIUCH JIaDOpaTOpHbIE HCcCielnoBaHUsA U 3xokapauorpadus. OreHuBaIUCh
4acToTa MOBTOPHBIX rocnuTain3anuii mo nosoay aexomneHcanuu XCH, Hanuume cepaedHo-
COCYAMCTBIX COOBITUH 3a MEePUO]I HAOIIOICHUSI.

Pe3yabTaThl HCc/Ie10BaHUsA

VY 61 nauuenta tTunupoBan AL-amumnonnos (55,5%), y 47 — ATTR-AKMII (42,7%), y 2
nanueHToB BbisBIeH AA-amuminonzo3 ¢ nopaxkenueM cepaua (1,8%). B mocnemyromem
CTaTUCTHYECKOM aHaiu3e 2 manuenta ¢ auarHoctupoBanHoit AA-AKMII uckmoyensl. Cpenu
nanueHToB ¢ ATTR-AKMII y 23 (48,9%) BbIsiBIIeH MAaTOTCHHBIA WM YCIOBHO-TIaTOT€HHBIH
BapuaHT B rede 11R, y 24 (51,1%) ¢ y4eToM OTCYTCTBUS MyTallUu ObUT YCTAHOBJICH «IUKHUII»
WJIM HEHACIIEACTBEHHBIN BapUAHT.

B G6onpmmmacTBe ciyuaeB AKMII neGrotuposana B Buze ssienniit XCH (57,4%), y yactu
00JBHBIX B JIe0r0TE HAOTIOJAINCH HAPYIICHHUs] pUTMa U rpoBoauMocTH cepana (20,4%), pexe
MaHupecTalus Ipou30llia B BUIe HEBPOJOruIeckux nposisienuit (16,7%), y 5,6% nepBsiMu
MpU3HAKaMHU SIBUJIOCH mopaxeHue nouyek. [lo mepe nporpeccupoBanuss AKMII yBennuunace
JIOJIsl TIAIIMEHTOB ¢ TpeolbiiaganuemM kKapauanbHoro nopaxenust (XCH — 74,1%, HapymieHus
pUTMa U MPOBOAMMOCTH - 7,4%), HEBPOJIOTUYECKHE >KAIOObI SBWIMCH BeaymumMu B 16,7%

ciydaeB, Y 1,9% OonpHBIX IPEeBAIMPOBAIIO OPAKEHHUE MTOYEK.
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HpoaHaJ'II/I3I/IpOBaHa qaCTOTa BCTPCHACMOCTU KapAHUAJIbHBIX CUMIITOMOB IIPH PA3JIMYHBIX

turmrax AKMII. HawmbGoinee wacto BeIBISLIMCH ojpimika (98,1%), obmas ciadocts (90,7%),

50,0% mnanueHTOB mNpeabaBisIM kano0el Ha cuMmnromHsle HPC. Ilpakthuecku y Bcex

nanueHToB ¢ AKMII 6wuta guarnoctupoBana CH (95,4%). CraTucTtuyecku 3HAYMMBIX

paznnuuii npu pasHeix tunax AKMII B oTHOmIEHNH KapIuaapHBIX MPOSIBICHUN ITOIYYEHO HE

OBLIO.

Baxnoe 3Hauenne B auarHoctuke AKMII uMeroT skcTpakapauaibHbIE NPOSBICHUS.

[TonpoOHbIe naHHBIE MO AKCTpaKapAUAIbHBIM MPOSBICHUSAM NpH paznuuHbix Thnax AKMII

npeacTaBiaeHbl B Tabnuie 2.

Ta6auna 2. YactoTa BCTpeyaeMOCTH SKCTPAKAPAUAIBHBIX CUMIITOMOB MPU Pa3iIMYHbIX

tunax AKMII
Bce Tunbl AL ATTR PAL-ATTR
N=108 n=61 n=47
IMopasxkenne ITHC, a6ec. (%) |62 (57,4) |27  (44,3) | 35(74,5) 0,004*
-MOJTMHEHPONaTHSI BEPXHHX
KOHEUHOCTEH, a0c. (%) | 26 (24,1) 11 (18,0) 15 (31,9) 0,038*
-MOJIMHEHpOIaTHs HIDKHUX
KOHeuHocTeH, abc. (%) 40 (37,0) 15 (24,6) 25 (53,2) | 0,008*
CunzmpoMm kapnajbHOro Kanama, | 19  17,6) | 5 (8,2) 14 (29,8) 0,014*
a0c. (%)
-OHOCTOPOHHHIA 6 (31,6)|3(60,0) 3(21,4)
-IBYCTOPOHHHUIA 13 (68,4) |2 (40,0) 11 (78,6) 0,002*
CreHo3 M03BOHOYHOI0 KaHaia, aoc. | 1 (0,9) 0 (0,0) 1(2,1) 0,52
(%)
IHopa:xxenne BHC, a6c. (%) 69 (63,9) 45 (73,8) 24 (51,1) 0,044*
Ypoens cuctonunueckoro AJl, mm | 100,0 96,0 105,0 <0,001*
pT. cT. | [94,0 —1[89,5 —{[100,0
Me [IQR] 106,5] 103,0] 112,0]
CHmxeHue macchl Tena, aoce. (%) 28 (25,9) 20 (32,8) 8 (17,0) 0,135
Cumxenue Maccel Tema, Kr | 4,5+8,8; 5,549,3; 3,4+8,2; 0,227
M=SD; 95% U 2,9-6,2 3,1-80 1,0-58
IMopa:kenne mouek, aodc. (%) |81 (75,0) | 51 (83,6) 22 (46,8) 0,058
-XpoHHUYecKas 00Jie3Hb Touek, adc. | 51 (47,2) 26 (42,6) 25 (53,2) 0,21
(%)
-npotennypusi, ade. (%) 54 (50,0) 45 (73,8) 9(19,1) <0,001*
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Bce TunbI AL ATTR PAL-ATTR

N=108 n=61 n=47
ITopaskeHne MSITKHX TKaHei, adc. | 34 (31,5) 29 (47,5) 7 (14,9) <0,001*
(%)
-yBeJIMUCHHUE CIIOHHBIX XKeles, ade. | 5 (4,6) 5(8,2) 0 (0,0) 0,123
(%)
-reMopparnyecKue cimuBHble | 16 (14,8) | 15 (24,6) 1(2,1) 0,004*
BBICHIITAHUS, aoc. (%)
-MmakporJjoccusi, abe. (%) 17 (15,7) 17 (27,9) 0(0,0) <0,001*
-OTpBIB TOJIOBKM  JIBYIJIaBOi
MBIIIIIBI TUTeYa, aoc. (%) 7 (6,5) 0 (0,0) 7 (14,9 0,008*
-OCHUILIOCTh rojioca, aoc. (%) 27 (25,0) 24 (39,3) 3(6,4) <0,001*
IMopasxenue Jaérkux, aoc. (%) 7 (6,5) 6 (9,8) 1(2,1) 0,251
IMopaskenue xeaygouno- | 30 (27,8) 16 (26,2) 14 (29,8) 0,773
KHMIIEYHOro TpakTa, aoc. (%)
-tapest 18 (16,7) 10 (16,4) 8 (17,0)
-3a10PbI 15 (13,9) 6 (9,8) 9(19,1)

XapakrepabiM npuzHakoM AKMII daBaseTcs CcTONKOE NOBBILICHUE IUIa3MEHHON
koHueHtpauu NT-proBNP u tpononnna. Meauana xonunentpaiuu NT-proBNP npu mro6om
tunie AKMII cocrasuma 4272,5 [1917,4 — 8801,7] nr/mi, tpormoruna — 90,0 [29,6 — 192,7]
nr/mi. Konnenrpanus kak NT-proBNP, Tak u tpontonnna npu AL-AKMII 6b11a cTaTucTHYECKH
3Ha4YMMO BhIIIe B cpaBHeHnd ¢ ATTR-AKMII (6595,6 [3225,0 — 10680,5] u 142,2 [42,4 — 257,4]
rr/mi ipotuB 3096,0 [1166,0 — 5793,5] u 54,1 [24,9 — 102,5] nir/min, cootBeTcTBeHHO), P=0,003
U1 000uX J1TaOOPaTOPHBIX MapKEPOB.

HaubGonee nocTynmHBIM METOAOM [MArHOCTUKH B PEATbHON KIMHUYECKOM MpPaKTHKE
aBisieTcss peructpanus cranaaptHoil 12-kanansHoil DKI'. KocBennbsiMu npuszHakamu AKMII
SBJISUTMCh HU3KUN BOJbTaX komruiekcoB QRS (64, 59,2%) u «mceBaonHdapKTHBIN maTTepH
(64, 59,2%). I1pu paznuunbix Tumax AKMII ctatucTuyecky 3Ha4MMBIX pa3IudHi BHISBICHO HE
OBLIO.

[To manapM Ix0KT Mennana @B JIK npu mro6om e AKMIT cocraBuna 55,0 [48,0 —
60,0] %, cTaTUCTHYECKH 3HAYMMBIX PA3TUYMI MEXIy THUIIaMU TMOJy4eHo He Obuto, P=0,96.
Pa3mepsl neBoro xenyaouka coctapuiu 4,5 [4,0 — 4,8] cm (koHeuHo-auactonuueckuii, K/IP) u
3,1[2,6 - 3,5] cm (koneuHo-cucronndeckuii, KCP). [Tanments ¢ AL-AKMIT umenu TeHaeHITN IO
Kk Menpuiemy K/IP JDK, ofHako cTaTHCTUYECKH 3HAYMMBIX Pa3IW4Mil JOCTUTHYTO HE OBLIO,
p=0,068. Menunana TMXKII cocraBmma 16,0 [13,5 — 17,5] mm, T3CJIXK - 15,0 [13,0 — 17,0] mm.

[Tpu sTom manmentsl ¢ AT TR-AKMII umenu 6onee Boipaxennoe yroimenue MXKII 16,0 [14,5
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—19,0] MM mpotuB 15,5 [13,0 — 17,0] mm npu AL-AKMII, p=0,037. Pazmuuust 8 T3CJDK npu
pasnbix thnax AKMII craructuueckn He3Hauumsbl, P=0,153. Ilpu3Haku auactognydeckon
mucyHKIUU BbIABIEHBI ¥ 98,1% nanuentoB ¢ AKMIIL. 17,0% umenu HapyumieHus mo THUILY
3aMesieHHON penakcanuu, 27,4% - mo mceBmoHOpMambHOMY TuUmy, 55,7% - 1o
pecTpukTuBHOMY THUMy. CTaTUCTMUECKHM 3HAUYUMBIX OTJIMYMNA TPU OIICHKE HApyIICHUS
aractoiandeckor GyHkmuu npu paznuaabix Tunax AKMII we BeisiBiieno, p=0,143.

BceMm marnmentam npoBoauiack creka-TpekuHr 9xoKI', B paMkax KOTOpon onpeaemscs
napametrp GLS. Cpemnue 3Hauenus coctaBwmm -10,2+-3,7%; 95% HAU: -10,9 - -9,6.
Craructuueckn 3HaunMbIX pasnuuuid nmo tunamM AKMII we BeiBieno, p=0,125. Tunuunbii
MaTTEPH «BUILIEHKU-HA-TOPTE» ObLI BbIsIBIIEH B 91,7% ciyyaeB, npu paznuusbix Tunax AKMII
CTATUCTUYECKH 3HAYUMBIX pa3Inuuii He noiaydeHo, p=0,143.

Uepes 12 wMecsmeB HabOmoaeHUsT OTMEYeHO, uTo marueHTel ¢ AL-AKMII
TOCTIUTAIM3UPOBAMCH TIOBTOPHO B CTAllMOHAP B CBSI3U C CEPACUYHO-COCYAUCTHIMU MTPUIMHAMU
B 37,7% cinyuaes, Toraa kak narueHTsl ¢ AT TR-AKMII — B 34,0%. CTaTuCTHYECKH 3HAYMMBIX
pasznuuuii He BeIsABICHO, P=0,84.

JletanpHbI ucxon 3a 12 mecsaneB HaOmoaeHus HacTymwi y 34 mamueHTtoB (31,5%).
BonpmuucTBo marmenToB nmenu AL-tun AKMIT (20 manuenTos, 59,8%), cpeau maiueHToB ¢
ATTR-AKMII neranpHbiii ucxon Hactynui y 14 nauuentoB (41,2%). CTpyKTypa CMEPTHOCTH

10 MPUYMHAM TpesicTaBiieHa Ha Pucynke 1.

29
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B BceTunbl WAL EATTIR

Pucynok 1. Ctpykrypa cmepTtHOCTH cpeau naiueHToB ¢ AKMII

Menuana cpoka HacTyIJieHUs JieTalbHOro ucxoaa cocrasuna 0,5 [0,2 — 1,5] ner ot
Havana 3aboneBanus BHe 3aBucuMocTH oT Tuna AKMIL. Tlpu AL-AKMII neransHbIi Mcxon
HACTyMaJl CTATUCTHYECKU 3HauuMo pansbuie, yeM npu ATTR-AKMII — meauans! coctaBuinu 4,0

[1,0 - 6,0] u 18,0 [6,0 — 42,0] mecsmeB, cootBeTcTBeHHO, P=0,003 (PucyHOK 2).
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Pucynok 2. KpuBas Kammana-Meiiepa, AeMOHCTpuUpyomias KyMYJISTHBHYIO [OJIIO
JIETaJbHbIX MCXOJO0B Ipu pa3nuuHbix THnax AKMII B 3aBucMMOCTH OT CpOKa IOCTaHOBKHU
MarHosa

AKMII B Hamieli pabote mpuBoamwiIa K ¢opMupoBanuio pasHeix (enotunoB XCH B
3aBucuMocTH oT @BJIK. V 72,2% namuentoB ®B JIXK coctaBuna >50%, ogaako 30 mmanueHToB
(27,8%) nmenu cHIKEHHYI0 1 yMepeHHO-cHIbKeHHY10 DB JIK <50%, cpenu Hux 15 nanueHToB
¢ AL-AKMII, 15 nanuenros ¢ ATTR-AKMII.

brnokaroper PAC Ha sTane BKIIOYEHHsS B HCCIEIOBAaHUE MoOydyanu 45 NalueHTOB
(41,7%): APHU - 35,6%, uAIl® — 40,0%, BPA — 24,4%. 3a nepuon HaOMIOACHUS IO
MalKUeHToB, noy4yaBmux OiokaTtopbl PAC, camsunacek no 27,8%: APHU - 23,7%, uAll®d —
37,0%, BPA — 33,3%. BAb ucxomno npunumaiu 51,9% mnanuentoB. B TeueHue mnepuoja
HaOII0/IeHUs YacTh O0JIbHBIX TOTpebOBaa moyHoi orMensl mpuema bAB, Takum o6paszom, noss
MalMeHToB cHU3mwIach 10 32,6%. AMKP ucxonno nmonmydanu 66,7% maiueHToB, 3a MEpUOJ]
HaOIr0IeHUs 101l MarueHToB ¢ Tepanueid AMKP yBennumnace 1o 78,7%.

s uzyuenus addexkruBHOocTH U Oe3omacHocTy HazHayeHuss UHI'KT-2 na ¢one XCH
npu AKMII chopmupoBano 2 rpymnmsl. [lanuenTs B 06eux rpynmnax ObUTH COMOCTABUMBI IO
OCHOBHBIM KJIMHUKO-ZeMorpaduueckum xapakrepuctukam, Tumam AKMIIL, komopOugHbIM
¢onoBeiM 3aboneBanusiM. llonHas KIMHUKO-AEeMorpaduyeckas XapaKTEpUCTHUKA TPYIIT

npencrasieHa B Tabmure 3.
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Ta6auua 3. Kimauko-nemorpadudeckast XxapaKTepUCTHKA TPYIIT

Iloka3zarenu I'pynna 1| I'pynna 2p
n=25 n=25

Bospacr, ITOJIHBIX aer | 61,2 + 15,0; 66,3 + 12,1; | 0,197
M=SD; 95% U 55,1 -67,4 61,3 -71,3
[Ton, abc. (%) | XKeHmuHel 13 (52,0) 8 (32,0) 0,152

My KYHHBI 12 (48,0) 17 (68,0)
Bospacthas 30 — 39 et 2 (8,0) 0(0,0) 0,167
rpymma, — abc. | 40 — 49 ger 3(12,0) 2 (8,0)
(%) 50 — 59 ner 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 jer 5 (20,0) 4 (16,0)
Tun AL 12 (48,0) 15 (60,0) 0,743
aMHIION]103a, ATTRv 8 (32,0) 6 (24,
aoc. (%) ATTRw 5 (20,0) 4 (16,0)
Crerududeckas tepanus | 17 (68,0) 13 (52,0) 0,248
amuion103a, aoc. (%)
Hamuune XCH, a6c. (%) 25 (100,0) 25 (100,0) -
Hanmnume mnpusnakoB orteunoro | 15 (60,0) 18 (72,0) 0,370
cunapoma o BKK, a6c¢. (%)
Hamnuwe mnpusnakoB oreunoro | 8 (32,0) 11 (44,0) 0,382
cunapoma no MKK, aoc. (%)
®K XCH, abc. | 1 2 (8,0 4 (16,0) 0,849
(%) 2 6 (24,0) 6 (24,0)

3 16 (64,0) 14 (56,0)

4 1(4,0) 1(4,0)
Bun  Buswura, | AMOymaropusiii | 6 (24,0) 2 (8,0) 0,123
aoc. (%) Crarmonapusiii | 19 (76,0) 23 (92,0)
Hammaune CJ1, abce. (%) 2 (8,0) 1(4,0) 0,552
Hannuaue AT, abe (%) 11 (44,0) 7 (28,0) 0,239
Hannuaue OI1, abe (%) 15 (60,0) 11 (44,0) 0,258
Hamnaue XBII, abc. (%) 15 (60,0) 15 (60,0) 0,36
Cramus  XBII, | C2 4 (27,0) 2 (13,0) 0,53
aoc (%) C3a 5 (33,0) 8 (54,0)

C36 6 (40,0) 3 (20,0)

C4 0 (0,0) 2 (13,0)

Tepamus nuHI'KT-2 xoporo mepeHocuiach W sABIsUIach OezomacHor. HexkemarenbHBIX

SBJICHUH, TIOOOYHBIX SBJIEHWW, B YaCTHOCTH WMHQEKIMH MOYEBBIBOIANINX ITyTCH, HE
3apETUCTPUPOBAHO.
3a 6 wMecsmeB HaOMIOACHHWS YacTOTa TMOBTOPHBIX TOCHUTAIM3AIMA B CBSI3H C

nexomnencanuel XCH okazanace 3Hauumo Beime Bo 2-if rpynne (p=0,048). [Ipu 3Tom ciiydaun



16

TOCIUTAIN3aIMU BO 2-i Ipynmne HAacTynald CTaTUCTHYECKH 3HauuMo panbiie (p=0,017),
Me/MaHa CpoKa MOBTOPHOM MOCMUTAIM3aluu Bo 2-i rpyme coctasmia 1,0 [0,0-11,0] mec, B 1-

it rpymme — 6,0 [4,5-13,0] mec» (Pucynok 3).
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HabmroneHeM 24 1 21 10 18 18 I'pymma 2

Pucynok 3. Kpusas Kamana-Meiiepa, neMmoHcTpupytoias 6eccoObITUHHYIO BEIKUBAEMOCTD B
rpynne 1 u 2 B 3aBUCHMOCTH OT CPOKa HAaOIIOICHHUS.

OO6mas neransHOCTH B 1-i rpymme dyepe3 6 mecsieB coctaBuia 4% (1 cmyuqait). Bo 2-i
rpyImIe JeTaabHOCTh cocTaBuia 16% (4 ciydast). B obeux rpymnmax jgeTaabHOCTh 00yCIOBICHA

nporpeccupyromumu sisiieHusiMu X CH.
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Hiicmo nanmneHToB 0T
HAOTIONeHITEM 5 - - 2 2 a1 I'pymma 2

Pucynok 4. KpuBas Kammana-Meiiepa, AeMOHCTpuUpyomias KyMYJISTUBHYIO JIOJTEO
JICTAIBHBIX UCXO0JIOB B Ipymie 1 1 2 B 3aBUCUMOCTH OT CpOKa HAOJIIOICHUS

Ha ¢one nmpuema mHI'KT-2 yBenuuuiace mpoxomumasi AMCTaHIUs corjacHo TO6MX
(p<0,001), moBpIcHIOCH KayecTBO *)u3HHM Mo ompocHuky MLHFQ (p<0,001), ymensiuiachk
BBIpXKEHHOCTH OAbIIKH (p<0,001) u ynydmmiock kauHn4deckoe coctosiaue corjacHo HIOKC
(p<0,001). B T0 )€ BpeMs BO 2-ii TpymIe MPOU3O0ILIO CTATUCTHYCCKH 3HAYUMOE YMCHBIIICHHE
muctaniiun TOMX (p<0,001), yxymmenue kadectBa xu3uHu (p<0,001), ycwimmach oJbIIIKa
(p<0,001). Knuanueckoe cocrosinue mo LIHIOKC — 6e3 3naunmbix usmenenuit (p=0,05).

Viyumenne knuaudeckoro tedeHuss XCH uepe3 6 mecsineB ObUIO MOATBEPXKIEHO
muHamMukoi ypoBHS NT-proBNP u B/4 TpomoHHMHA: TONOXHUTENBHOM — B 1-i rpymme u
orpunatenbHoit — Bo 2-it (p=0,001 u p<0,001 cooTBeTCTBEHHO). 3HAUMMBIX U3MEHEHU TpHU
oreHke moueyHor (yHkimu B Buae quHamukun CK® B 1-i rpynme He BoisBiieHo (p=0,475),
OJTHaKO BO 2-# Tpymie Habmonanock ymenbineane CK® (p<0,001).

Jis u3ydeHus: CHeU(PUYHOCTH M UYyBCTBUTEIHHOCTU PAJMOM3OTOIHBIX MapaMeTpoB
OTHOCUTEJIPHO KOMIUIEKCAa KIMHHUKO-TUATHOCTUYECKUX MHaHHBIX ObUIM CHOpPMHUPOBAHBI 2
TPYNIBL: OCHOBHAS TPYIIa C ycTaHOBIEHHBIM auarHozom AKMII u rpynma ¢ 1ocToBepHBIM
orcyrctBueM AKMII u HanmuneMm MHBIX 3a00J€BaHHUI CEpACUYHO-COCYIUCTOM cuctembl. Becem
nareHTaM ObUIO TIPOBEICHO PaJAMOW30TOIHOE HccienoBanue. KimHuko-mneMorpaduueckas

XapaKTepUCTUKa Tpyna npeacrasieHa B Tabmure 4.
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Ta6aunna 4. Knuauko-aemorpapuieckue XapakKTepUCTUKU TPy

I'pynna ¢ I'pynna 0e3 p

AKMII AKMII

n=108 n=108
ITon (oxeH. / Mmyx.), | 39 (36,1) / 69|56 (51,9) / 52| 0,020*
a6c¢. (%) (63,9) (48,1)
Bospacr, TIOJTHBIX ner | 65,9+10,8 65,9+15,2 0,498
M=SD (95% W) (63,9 - 68,0) (64,2 - 70,0)
AprepuanbHas runeprensus, ade. (%) | 40 (37,0) 87 (80,6) <0,001*
Wmemuyeckast Oone3nb cepama, ade. | 9 (8,3) 30 (27,8) <0,001*
(%)
XpoHHnveckas cepaeunas | 103 (95,4) 92 (85,2) 0,012*
HEJI0CTaTOYHOCTH, abc. (%)
Hapymenus purma cepana, ade. (%) 78 (72,2) 62 (57,4) 0,023*
Hapymrenus npoBoaumoctu  cepma, | 69 (63,9) 44 (40,7) 0,001*
a6c¢. (%)

[Mpu rtuianapHoM cruHTUrpaduyeckom wuccienaoBanuu H/Cl Obuto craTrcTHveckn
3HauuMo Bbilie B rpynne AKMII — 1,46+0,32; 95% JW: 1,40 — 1,52 npotus 1,18+0,13;95%
OU: 1,15 — 1,20 B rpymme 6e3 AKMII, p<0,001. 99,1% mamuentoB 6e3 AKMII npu
HOJIyKOJIMYeCTBEHHOM o1ieHKe HakorieHus: POIT B Muokapae OTHOCUTENBHO KOCTEH CKeleTa o
nmaaabeiM ODKT/KT umenu crenens HakoruieHus 0.

bruta npousBeseHa omnenka 3aBUCUMOCTH BoisiBicHHS AT TR-AKMII ot 3nauyenuii H/CI.
[Tnomane mox ROC-kpuBoii (pucynok 5) cocraBmmna 0,87+0,04; 95% JU: 0,79 — 0,95.
[TonyueHnast Mozeab Oblia cratucTuuecku 3HaunMoi, P<0,001. IToporosoe 3nauenue H/CI B
touke Ccut-off pasuo 1,30. [Ipu 3nauenusx H/Cl Gonpimmx mim paBHBIX TTOPOTOBOTO 3HAYCHHUS
MporHo3upoBascss Bbicokui puck BbigBieHUs ATTR-AKMIL. UyBCTBUTENBHOCT U

cnenupuaHOCTh MeTo1a cocTaBmin 89,4% u 63,9%, COOTBETCTBEHHO.



19

10

08

0,6

0.4

YyBCTBUTENBHOCTE

0.2

0,0
0,0 0,2 04 0,6 08 1,0

1 - CneuncprHHoCTb

Pucynok 5. ROC-kpuBasi, nyuroctpupytomas 3aBucuMocTb BepossiTHOCTH AT TR-AKMII
ot 3nayenunii H/CI

Taxke Obuta Tpou3BeneHa oOlleHKa 3aBUCHMOCTH BbisiBIeHUs ATTR-AKMII ot
MOJIYKOJTMYECTBEHHON OIleHKH cTeneHu HakoruieHuss P®II. I[lmomanp mox ROC-kpuBoi
(pucynok 6) cocraBuma 0,94+0,03; 95% JAU: 0,89 — 0,99. IlonmyuyeHHas monenb Obuia
cratuctuuecku 3Haunmon, pP<0,001. [ToporoBoe 3HaueHHUe crenenn HakorieHUss POII B Touke
cut-off pasuo 2. [1pu 3HaueHHsAX cTeneHr HakoruieHus: POIT GosbIIMX WM paBHBIX TIOPOTOBOTO
3HaYeHUs MPOTHO3UPOBaJCS BbIcOKUM puck BoisiBieHUsT AT TR-AKMII. UyBcTBUTENBHOCTH U

cnenuuaHOCTh MeTo1a cocTaBmiu 89,4% u 92,0%, COOTBETCTBEHHO.
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Pucynok 6. ROC-kpuBas, mwroctpupytorias 3aBucumMoctsb BeposTHocTH AT TR-AKMIT
OT NOJIYKOJIMYECTBEHHOM OLEHKHU cTeneHn HakorieHus: POII



20

[Toctpoena perpeccuonHas mozaenb 3aBUCUMOCTH Hamnuust AKMII. UyBCTBUTENBHOCTH
Mozenu coctaBmia 92,9%, crnenuduanocts - 98,8%. Mcxons w3 3Ha4YCHHI PETPECCUOHHBIX

KO3(DPUIIMEHTOB, MPETUKTOPH UMEIOT MPSMYIO CBSI3b C BEpOSATHOCThIO Hammuumsi AKMII

(Pucynox 7).
Speckle-tracking ®
MP-nipu3Hakn °
CHIDKeHIe Macchl Tefa ®
[Topaxenue HC °

00 1.1I:|D 10,00 100,00 1000,00 10000,00 100000,00
OIll; 95% aH
Pucynok 7. [Ipornoctudeckas perpeccuoHHasi MoJienb 3aBUcuMocTi Hanmnuust AKMIT

[TocTpoena perpeccronHast Mojieib 3aBucuMocT Hamnaust AT TR-AKMII. TonydenHas
pErpecCUOHHass MOJENb SBIIIeTCS cTaTUCTHUecku 3HaunMoi (P<0,01). UyBCTBUTEIBHOCTH
Mozemu coctaBmwia 97,9%, cnermuduunocts - 98,9%. Mcxons w3 3HaUYCHH perpecCHOHHBIX
KO2(PUITMEHTOB MpeauKTOphl cTeneHb HakoruieHus P®II, mopaxenue HC, Bo3pacT mMeroT
psIMyI0 CBSI3b ¢ BeposTHOCTHIO Hanmuuuss AKMII, npemukrop Hammume CJIL - oOpatHyro

(PucyHoxk 8).
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Pucynok 8. [IporHoctuueckasi perpeccuoHHas Mojieib 3aBucuMmoctu Hamuuus ATTR-
AKMII

OtnenpHBI  MHTEpEC mpeAcTaBisaoT mnamueHTel ¢ ATTR-AKMII, npoutensHO
NPUHUMAOIIHNE MAaTONCHETHYECKYIO0 TepPaIio CTaOMIN3aTOPOM TPAHCTHPETHHA B TeueHue 12
MecsieB u Oosiee. B HacTosIee BpeMs B HallleM MCCICAOBAHMM TaKUX MAalMeHTOB 8. Bumy
KpaiiHe MaJIoli BBIOOPKH JOCTOBEPHOCTh CTATUCTHUYECKOI'O aHajaW3a OorpaHU4YeHa. J/|MHaMuKa
PaJMON30TOITHBIX ITApaMEeTPOB MpejcTaBieHa B Tabnuiie 5.

Tadmuma 5. J[uHaMuMKa paJMOU30TOINHBIX IapaMeTPOB Ha (POHE MATOrCHETHYECKOMN
tepanuu ATTR-AKMII B Teuenue 12 mecsien

Hcxoano Yepes 12 mecsiueB 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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BriBOADBI
1. Jlns manueHToB ¢ aMMIIOMIHON KapauoMuonatuedl AL-Tuna B CpaBHEHMM B CPAaBHEHUU C
ATTR-tumom xapaktepHbl Oojice Bbicokue KoHieHTpamuu NT-proBNP (6595,6 [3225,0 —
10680,5] nr/mi u 3096,0 [1166,0 — 5793,5] nir/mi, p=0,003) u B/4 Tpononuna (142,2 [42,4 —
257,4] nur/mn u 54,1 [24,9 — 102,5] nr/ma, p=0,003). [Tauuentsl ¢ AL-Tunom 3Ha4MMO yaiie
UMEIOT MOopakeHue movek mo tumy nporeunypun (p<0,001), aucdyHKuMIO BereTaTUBHOU
HepBHOU cuctembl (p=0,044), u3mMeHeHus co CTOpoHbI MATKUX TKanen (p<0,001). YV manueHToB
¢ ATTR-aMWIoM1030M 3HAYMMO YaIll€ BBISBISIOTCS NMPU3HAKH CEHCOMOTOPHOM IUCTAIBHOM
nonuHeponatun  (p=0,004), oTpeiB ronoBku Owurernca mieda (p=0,008), nBycTOpOHHMI
CUHIpPOM KapnayibHoro kanana (p=0,014).
2. CepaeuHas HEIOCTAaTOYHOCTh MPU AMUJIOWJIHOW KapJUOMHUOMATHUU XapaKTEPHU3YIOTCS
pa3IMyHbIMU TUNIAMHU - 72,2% mnanuenTta nMmenu coxpaHeHnyro @B JIK, 27,8% nauneHToB —
CHMKEHHYIO U yMepeHHO cHMkeHHYy10 OB JIK.
3. Ilepenocumocts APHU/uAII®/APA, BABb mo mepe mporpeccupoBaHHUs aMHJIOUIHOTO
HOpaKeHHs] CHUXaeTcsl (J0Jsi TNalUeHTOB, TMOJYYaBIIMX TEPANHI0, YMEHbIIWIACh s
omokaropoB PAC ¢ 51,9% no 32,6%, p=0,01, nns BAB - ¢ 41,7% no 27,8%, p<0,01), B To Bpems
kak AMKP yBenuuuBaercss (0Ji1 HAIMEHTOB MOBBIMaeTcs ¢ 66,7% mo 78,7%, p=0,04).
Teparmuss wHI'KT-2 mnpuBoguT Kk yaydmieHuto ¢GyHKOHOHAIBbHOrO cTatyca (p<0,001),
MOJIOKUTEIRHON auHaMuke kapauocrnenuduyeckux mapképoB (p=0,001 mns NT-proBNP u
p<0,001 anst B/4 TPOIIOHMHA) U CHUKEHUIO YKCIIA TOCIUTAIN3AIUN 110 CepACUYHO-COCYAUCTHIM
npuunHaMm (p=0,048) u He accolMUpoBajach C YBEJIMYECHHEM HEKEIaTeNbHBIX MOOOYHBIX
3¢ dexToB, TpeOYIOIMMX OTMEHBI IIpernapara,
4. ITpu 3nauenusix H/Cl 60onbnx uiam paBHbIX TOPOroBoro 3HaueHus 1,30 4yBCTBUTEIBHOCTD U
cnenuduuHocTs mnanapHoi cuuHTUrpagun ¢ PMTc-PYP B BwiBaenun ATTR-AKMII
coctaBunu 89.4% u 63,9%, coorserctenHo. Ilpu Hakorenun °°"Tc-PYP B mmokape
uHTeHCUBHOCTRI0 Grade 2-3 uyBctBUTENbHOCTHh U cnienupuyHocTh ODKT/KT B BhIsBICHUH
ATTR-AKMII coctaBunu 89,4% u 92,0%, COOTBETCTBEHHO.
5. [IlpemnoxkeHHass mnporHocTudeckas wmonaelb 3aBucuMocTH Hanmuuusi ATTR-AKMII,
BKJTIOYAIOIIAs KIMHUKO-IHMArHOCTUYECKUE JaHHble, pyu BeisiBieHnn Grade 2-3 B coyeTaHuH C
OTPHULIATENILHBIM PE3YJIbTaTOM UMMYHOXMMHUUYECKOTO UCCIIEI0OBAHUS CHIBOPOTKU KPOBU M MOYH
UMEeT 4yBCTBUTENBHOCTH 97,9% wu cneunpuunocts 98,9% na srane nuddepeHunanbHOR

muarHoctuku ATTR-AKMII.
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6. Ha ¢one marorenermueckoil Tepamuu CTaOMIU3aTOpaMU TPAHCTHPETHHA IO JIaHHBIM
cuuHTHrpaduu Muokapaa ¢ *°"Tc-PYP mabmonaercs renaennus k ymensurennio H/Cl (¢ 1,64
[1,56 —1,84] no 1,57 [1,42 — 1,65], p=0,05) u ymeHbIeHuto goau narueHtoB ¢ Grade 3 ¢ 75,0%
no 37,5.

IIpakTnyeckne pekoMeHAaLNH
1. Ilpu oOcnemoBaHWMM BCEX MALMEHTOB C CEPACYHON HEIOCTATOYHOCTHIO U YTOJIICHHUEM
MHUOKap/a, HAJIMYMeM HU3KOro BoJbTaxka komiuiekcoB QRS u «riceB1opy0O110BOro narrepHa Ha
OKI' pexkoMeHIyeTcss AaKTHBHBIM IIOMCK JONOJHUTEIBHBIX KPUTEPUEB aMWJIOUIHOU
KapAMOMHUONATHH, a TAK)KE MPU3HAKOB CUCTEMHOTO aMHJION103a.
2. llpy Hanmuuu KpUTEpUEB, XApPAKTEPHBIX JUISI aMUJIOMJIHOM KapJUOMHONATHH, IUArHO3
JIOJDKEH paccMaTpUBaThCsl BHE 3aBUCUMOCTH OT (hpaklMy BHIOpOCA JIEBOTO ey 04Ka.
3. Ans cumnromarudeckoro JyiedeHus nauueHToB ¢ AKMII u XCH Tepanus uHI'KT-2 moxer
OBITh PEKOMEH]IOBaHA B KaYECTBE METO/1a BEIOOPA MPU OTCYTCTBUHU MPOTUBONOKA3aHUH.
4. OTpULATenbHBIA pe3ynbTaT cuMHTUrpadguu Muokapaa ¢ *°"Tc-PYP He uckmouaeT Hamu4us
aMUJIOUIHOM  KapJAMOMHOIIATHH, HCJIEAOBAaHUE SBJISIETCSI HMHCTPYMEHTOM HEWHBA3UBHOM
mupdepeHIMaIbHON  JUArHOCTUKU — Pa3iIWYHBIX ~ TUIOB  OEJIKOB-TIPEAIIECTBEHHUKOB

aMUJIOUTHOU KapAnOMHUOIIATHUH.

Cnucok pador, ony0JJHKOBAHHBIX 10 TEMe TUCCEPTAIMHA

1. Illomwmnua A.A. Pomp cuunTurpadum muokapaa c¢ P™Tc-nupodocharom B OLEHKE
3pPEKTUBHOCTH Tepanuu TapaMHUIUCOM HA TPUMEpPE CEepPUH KIMHUYECKUX ClydaeB. /
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TepaneBtuueckuit apxus. — 2025. T. 97. - Ne9. - C:806-813.

7. Opnos ®.M. TpynHoctu nuddepenunanbHoir nuarHoctukn AL- u ATTR-amunonnosa
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KapAMOMHUONATHUH Yy MAalMEHTOB C Pa3IMYHbIMM TUMaMH amuionno3a. / Yaiikosckas O.4.,
CaunoBa M.A., [loOpoBonbckas C.B., Hlomuna A.A. [u ap.] // TepaneBTuueckuili apxuB. —
2025. — T.97. Ne4. - C:315-321

9. ExukoBa M.B. AmwiongHas TpaHCTUPETHMHOBAs KapAWOMHUONATUS KaKk IpPUYHHA
aoprtanbHoro creHosa. / Exxukosa M.B., Haconora C.H., Kupos W.B., [llomuna A.A. [u ap.]//
Kapaunonorus. — 2025. — T.65. - Ne2. - C:69—76

Cnmcok coxkpauieHui

AKMII —amunonHast Kap JMOMHONIATHUS ATTR — TpaHCTUPETHUHOBBIN aMUIIOU03
AMKP — anTaroHucThI ATTRYV — HacinenCTBEHHBIN TUI
MUHEPAIOKOPTUKOUTHBIX PEIICTITOPOB TPAHCTUPETUHOBOTO aMHJIOHI03a

APHU - aHTHOTEH3MHOBBIX PELENTOPOB U ATTRW — «ukuii» T TPaHCTHPETUHOBOTO
HETPUIN3HHA UHTUOUTOP aMUIION]103a

BAB — Geta-aapeHo0I0KaTOPhI GLS - Global longitudinal strain — rmo6anbHas
BPA - 6rmokarops! petienitopoB auruotrensuna |l npomonwsHas nedopmarius

BHC — BereratuBHas HepBHas CHCTEMaA H/CI - Heart-contralateral ratio —

UATI®D — uHrHOUTOPHI COOTHOIICHHE CEepIIIe-KOHTpaaTepaibHast
aHTMOTEH3HMHITPEBpAIIArOIIero hepMeHTa CTOpOHA

MPT — MarHuTHO-pe30HaHCHas ToMOrpadus MLHFQ - The Minnesota Living with Heart
HPC — napymieaust puTMa cep/ama Failure Questionnaire — OnpocHuk

OOKT — ogHODOTOHHASI SMUCCHOHHAS MWUHHECOTCKOTO YHHUBEPCUTETA CIICITUATEHO
KOMITbIOTepHAas ToMorpadus st 6ombHBIX XCH

[THC — nepudepuueckas HepBHas cucTeMa NT-proBNP — N-koH1eBo# ¢pparmeHT

CK® — ckopocTh ki1y00uKoBOU (GUIBTpAIIH HATPUHYPETHUECKOTO MPOIENTH 1A

CH — cepaeunas HEJOCTaTOYHOCTh
T6MX — Tect ¢ 6-MUHYTHOM XOH00M
T3CJIDK — Tommuua 3agHER CTEHKH JIEBOT'O
KETyI09Ka

TMOKII — TosmmHa MEXKeIy104KOBOM
MEePEeropoIKU

@B JIK — dpakuus BeIOpoca 1€BOro
KETyI0UKa

OK — dpyHKIIMOHANTBHBIHN Ki1acc

OKT — sanexkrpokapaunorpadust

Ox0oKI" — sxokapauorpadus

AL — ammnonio3 nérkux emnemn
MMMYHOTJI00YJIMHOB



