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Ponb cumHTturpadpum muokapaa ¢ *°mTc-nupodocdatom B oueHke 3pPEKTUBHOCTM Tepanum
TadpamMmanucom Ha npuMepe cepumn KJIMHMYECKUX criy4aeB

LWowwHa A. A., AHwenec A.A., Hacornosa C.H., Xupos W.B., Cepruenko B.B., TepelueHko C.H.

BeepeHue. MocneaHne roabl YBeNMYMBAETCH YUCNO BbISIBAEHHbLIX MALMEHTOB
C TPAHCTMPETUHOBOW aMUNOVMAHON KapanomuonaTven. B kayectse natoreHeTu-
Yeckoii Tepanum B Poccun 3aperucTpupoBaH eayHCTBEHHbIA npenapat — Tada-
Muamc. Ha cerogHsWHMiA feHb He CYLLLEeCTBYET €AMHOI0 NPOTOKOA B OLIEHKE Npo-
rpeccupoBaHuns 3aboneBaHust, a posb CUMHTUrpadum ¢ GocdaTHbIMU Komnekca-
MW B CYLLECTBYIOLLMX AOKYMEHTAX HEe OTPaXeHa 13-3a OTCYTCTBUS yoeauTenbHom
[fokasaTenbHol 6asbl.

Kpatkoe onucanme. B ctaTbe npeactasneHa cepus KIMHUYECKVX NPUMEPOB
NaLWeHToB, NPUHUMABLUMX Tepanuio Tadamuancom He mernee 12 mec. Ha ¢oHe
Tepanuu 0TMeyanoch OTCYTCTBME MPU3HAKOB NMPOrPeccMpoBaHns 3aboneBaHus,
a B HEKOTOPbIX Cy4asx Mo AaHHbIM CUMHTUrpadum Muokapaa ¢ pocdarHbiMu
Komniekcamu Bbio OTMEYEHO YMEHbLLEHWE CTENEHN HakonneHus paanodapm-
npenapara B M1okapge.

Auckyccus. O6¢yxaeHa posb cuMHTUrpadumn Mnokapaa ¢ pocdarHbiMu Komn-
neKkcamm Kak MeTofa MOHUTOPKHIa 3PPEKTVBHOCTM Tepanun Tahamuamncom.

KnioueBble cnoBa: amunongHas kapavommonaTusi, cumHturpadua mmokapaa,
Tadpamuauc.
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Role of °®"T¢-pyrophosphate myocardial scintigraphy in assessing the efficiency of tafamidis therapy:

a case series

Shoshina A.A., Ansheles A.A., Nasonova S.N., Zhirov |.V., Sergienko V.B., Tereshchenko S.N.

Introduction. In recent years, the detection rate of transthyretin amyloid cardio-
myopathy has been rapidly increasing. The only drug registered as a pathogenetic
therapy in Russia is tafamidis. To date, there is no single protocol for assessing
disease progression, and the role of scintigraphy with phosphate complexes is not
reflected in current documents due to the lack of evidence.

Brief description. The article presents a case series including patients who
received tafamidis therapy for at least 12 months. During therapy, there were no signs
of disease progression, and in some cases, according to myocardial scintigraphy
with phosphate complexes, a decrease in radiopharmaceutical uptake was noted.
Discussion. The role of myocardial scintigraphy with phosphate complexes for
monitoring the effectiveness of tafamidis therapy was discussed.
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KnioueBble MOMEHTbI Key messages

e [lanmeHTam ¢ TPaHCTUPETUHOBOW AaMMJIOUIHOM
KapIMOMUOIIATUE TT0Ka3aH MPUEM CEJIEKTUBHO-
ro cTabmIM3aTopa TpaHCTUPETUHA — TachaMuayca.

Ha ¢pone Tepanuu He0OXOAMM MOHUTOPUHT B OT-
HOILIIEHWH IIPOrPEeCCUPOBaHUS 3a00ICBAHMSI.

Cepust KIMHUYECKUX CIIydyaeB HEMOHCTPUPYET
BaXKHOCTh CLUMHTUTpa®UU MUOKapaa KaK MHCTPY-
MEHTA B OLIEHKE MPOTrPeCcCUpPOBaHMUS 3a00IeBAHNS
U IEMOHCTPUPYET paHee He OMMCAHHBIN 3 deKT
Tepanuu B BUAE YMEHbBIIECHUS CTETIEHN HAKOILIE-
HMS 3axBaTa pamrodapmipernapara MUOKapIOM.

BeeneHue

Yucrno cayJaeB BBISIBICHUST TPAHCTUPETUHOBOM aMU-
nounHoit Kapaumomuoniatun (ATTR-AKMII) 3a mo-
clIeTHUE TOOBI CTPEMUTEIBHO YBEIMIMBACTCS, OTHAKO
peabHasl pacIpOCTPAHCHHOCTh 3a00JICBAHMST OCTACTCS
IOCTOBEPHO HEM3BECTHOM B Mupe 1 B Poccum.

B 2024t 011 OITyOIMKOBaH PSiA pabOT, TTOCBSIIIEHHBIX
AKMII. ITo ganasiMm Hukudoposoit T. B. u mp. (2024),
cpenu IMalKueHTOB B Bo3pacTe >65 jeT ¢ runeprpoduei
neBoro kenmymnouka (JIZK) (TonmmHa Mexoke ymouKoBoit
nieperoponku (M2KIT) >14 mm, n=60) AKMII BeIsiBIIcHA
B 20% ciyyaeB (n=12), cpenu Hux 5 ciyuaes (8,3%) AL-
amuiouno3a u 7 ciydaes (11,7%) ATTR-amuiaounosa
[1]. CornmacHo faHHBIM DKCIIEPTHOTO IIEHTpa IO aMWJIO-
nno3y cepaua ®I'bY "HMMUILI kapauojorum uM. akaj.
E. . Yazosa" Munsnpasa Poccun, cpenn 152 mammeH-
ToB ¢ nomo3penneM Ha AKMII 3a nepuon 2021-2023rr
y 63 mauueHTOB IMOATBepxXIAeH nuarHo3. Cpemu Bcex
rnoaTBepxaeHHbIX ciiydaeB AKMIT y 36 (57,1%) nanueH-
TOB TUnupoBaH AL-amwmionnos, y 25 (39,7%) — ATTR-
aMmmionnos, y 2 (3,2%) — AA-aMIIONI03 C TOPaXKEHUEM
cepaua [2].

Cpenu TipuuuH yBenmueHUsS BoIgBIsieMocTn ATTR-
AKMII HeManoBaxKHY1O POJIb ChITPAJIO MOSIBJICHUE KOMII-
JIGKCHOTO TIPOTOKOJIA HEMHBA3WBHOM TUATHOCTUKYU aMU-
JIoNI03a W BHEAPEHNUE B PYTUHHYIO TIPAKTUKY PaION30-
TOITHBIX METOIOB TUATHOCTUKM [3].

Jlpyroii mpuunHOIi oBbIIeHHOTO nHTepeca K ATTR-
AKMII crana peructpauuss B Poccun ceaeKTUBHOTO
cTrabmn3aropa TpaHCTUPETUHA — TadaMuanca, IIpruMe-
HEHME KOTOPOTO MOXET BJIMATH HE TOJIBKO Ha IIPOTHO3
MalyeHTOB, HO M YIy4yllaTh KadyecTBO Xu3Hu. B 2021r
OBUIN TIpEACTABJICHBI PE3yIbTaThl 3aBEPIINBIICTOCS HC-
cienqoBanust ATTR-ACT, B koTopoe ObUT BKITIoueH 441
MMaIleHT, PAHIOMU3UPOBAHHEIN 2:1:2 B TPYIIIHI IIpreMa
tacdpamuamca 80 mr, 20 Mr n riaiie6o B TedeHue 30 Mmec.
ITpueMm Tacpamuauca B ooeunx rpymmax (80 u 20 Mr) Tipu-
BOIMJI K CTATUCTUYECCKY 3HAYNMOMY CHIKCHMIO JICTATh-

Patients with transthyretin amyloid cardiomyo-
pathy are indicated for taking the selective trans-
thyretin stabilizer tafamidis.

During therapy, monitoring for disease progression
is necessary.

A case series demonstrates the importance of myo-
cardial scintigraphy as a tool in assessing disease
progression and demonstrates a previously un-
described effect of therapy in reducing the myo-
cardial radiopharmaceutical uptake.

HOCTU OT BCEX IMPUYMH U 4YKMCJIa TOCHUTAIM3ALMI 110
MIPUYMHE CEPAECYHO-COCYIUCTBIX COOBITUII B CpaBHE-
Hun ¢ mwrame6o (p=0,003 u p=0,004, COOTBETCTBEHHO).
IToMuMO 3TOTO, B CpaBHEHMUU C IUiaLebo MpU IpUeMe
80 mr Tacdamuauca HabIIOAAIOCh 3HAYMMOE CHUXKEHUE
KOHILIeHTpaluy N-KOHILEBOTO IIPOMO3TOBOr0 HATpUIi-
ypetuyeckoro nentuga (NT-proBNP) (-2587,5£570,6
nr/ma, p<0,01), yBermueHne TOJICPAHTHOCTU K (pu-
3MYECKUM Harpy3kam IO pe3yjbTaTaM TecTa C IIeCTHU-
MuUHYTHOM xompbOoit (TIIX) (75,8+10,7 M, p<0,01),
a TakXKe yJIydlleHHe KayeCcTBa XXM3HU I10 pe3yjbraTaM
Kan3zacckoro onpocHMKa T MAllMeHTOB ¢ KapaIUOMMO-
natueit (13,512,2 6amna, p<0,01) [4].

OueHka 3¢ PpekTMBHOCTU Tepanuu TapamMuanucom

ATTR-AKMII — 3aboneBaHue ¢ KpaliHe BBICOKOI
CTeIeHBIO JIeTambHOCTH. K coXaneHnio, n3-3a TpymgHO-
CTel paHHEH MTMATrHOCTMKHU Y MaJIOM OCBEIOMJICHHOCTHU
CHEUaIMCTOB AUATHO3 IMallieHTaM YCTaHaBIIMBACTCS
HecBOeBpeMeHHO. [103ToMy ManyeHTOB, MOJIyJIaloIInX
MaTOTeHETUYECKYIO Tepamnuio TadamMumamcoMm, KpaiiHe
Majo. B Hacrosmee Bpems moKa3aTeIbHBIX ITaHHBIX,
Kacarumxcss MOHUTOpUHra nporpeccupoBanust ATTR-
AKMII, HegocTaToyHO.

Toukoit OmOPHI CIYKUT KOHCCHCYCHBIIT TOKYMCHT
2021t mo HaomoneHuio manueHToB ¢ ATTR-AKMII.
B HeM ycTaHOBIIEHO, UTO IMapamMeTpaMi, U3MEHSTIOIITUMU-
cs TI0 Mepe TIPOrpecCUpOBaHUs 3a00JIeBaHMS, SIBIISIIOT-
cs: 1) 4ncio rocmUTaTU3annii, CBI3aHHBIX C CepIeUYHO-
COCYIMCTBIMU COOBITUSIMU; 2) (DYHKIIMOHAIBHEIN CTaTyC
(Kimacc cepmeIHOM HETOCTATOYHOCTH, TIPOXOANMAsT TH-
cranuys comtacHo TIIX), 3) kauecTBo Xu3HM; 4) 1adbopa-
TopHbIe MapKepbl (NT-proBNP, BbICOKOUYBCTBUTEIBHbII
TponoHuH); 5) ctagust AKMII; 6) naHHbBIe BU3YaTU3UPYIO-
IIUX METONWK MCCICHOBAHUS (3JICKTpOKapIruorpadus
(DKTI')/xonrepoBckoe MmoHUTOpUpoBaHue DKI (XM-
DKTI')/a3xokapouorpacdus (DxoKI')) [5]. ABTopsI TOKy-
MEHTa TTOAYCPKUBAIOT BAXKHOCTh CIIMHTUTPA(UU MHO-
kapma (CM) B panneit muarHoctuke ATTR-AKMII, Ho,
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MPOrHO3MPOBAHUE N OAVATHOCTUKA

C/Cl=1,69

H/Cl=1,47

Puc. 1. laHHble nnaHapHoi cumHTurpadum naumenTa K., ucxozHo v yepes 12 mec. npuema tadammamca.
MpuMeyaHmne: 0TMEYaeTCH YMeHbLLEHVe YPoBHS HakorneHns %MTc-PYP B muokapae JIX (H/Cl 1,69 — >1,47).

K coxayneHnio, poiib CM ¢ ¢ochaTHBIMU KOMIUIEKCAMU
(B yactHoCTH, ¢ P"Tc-nupodocdarom, PYP) B oueHke
IIpOTrpecCUpPOBaHMSI 3a00JIeBaHNS HE OTpaXkeHa M3-3a OT-
CYTCTBUS YOeIUTEIbHON MOKAa3aTeIbHOI 0a3Hbl.

Hawm mpencTaBisgeTcs MHTEPECHBIM IIPOIEMOHCTPH -
poOBaTh BaXKHOCTh PATMOM3OTOITHBIX METOIOB JMUAaTHO-
CTHMKU B MOHUTOPUPOBAHUU MMALIMCHTOB, MOJIYJaIOIINX
IMaTOTCHETUYECKYIO Tepanuio TadaMuancoM Ha (GoHe
HECKOJBKUX KIMHNYECKUX IIPUMEPOB.

Mpumep 1. NauunenT K., 77 ner

B anamHe3e mumTenbHAS apTepraIbHasl TUTICPTCH3NS,
caxapubiit quaber 11 tuna. B 20161 B ¢BA3M ¢ KIIMHUKOM
CTCHOKApINHY HAIPSDKEHMS BEITTOTHEHA KOPOHAPOAHTHO-
rpacdust (KAT'), BBIIBICH TeMOTUHAMWYECKY 3HAYMMBIIA
CTeHO3 TepeaHe HUCXOMSIIE apTepruu C MOCIeAyIo-
muM creHTupoBaHueM. C 1eTbl0 CHUXEHUSI PUCKOB
CepACIHO-COCYIUCTBIX OCIOXHECHUN TTOIyJasl TepaItnio
KJIOTIUIOTPEJIOM 75 MT/CyT., po3yBacTaTUHOM 20 MT/CyT.
B 2021t 3apeructpupoBaH BIIEpBBIE MMapOKCU3M (pu-
OPWJIISIINY TIPEICEepANii, B CBSI3U C YeM ObLIa MHUIIHA-
MpOBaHa aHTUAPUTMUYECCKAs Teparrs COTaJIONIOM B 103¢
80 MT/CyT. ¢ TTOJIOKUTETHHBIM 3((HEKTOM, a TAKKEe aHTHU-
KOaryJIsTHTHAsI Tepanus puBapokcadanom 20 MT/cCyT.

C 2022r nosgBuiach OIbIIIKA TIpU (U3NYECKUX Ha-
rpy3Kax, B CBS3M C UYeM B JeKaOpe 3TOro Xe roma ObLI
TOCIIUTAIM3UPOBAH B KapAMOJIOTMICCKUN CTallMOHAp.
[Ipu rocMTanM3ay MPU3HAKOB OTEYHOTO CHHIPOMA,
SIBJICHUI JEKOMIICHCAIIUY XPOHUUYECKOI CepaeIHON He-
nmocratouHoct (XCH) me 66u10. Ha DKI 0BIIH 3ape-
TUCTPUPOBAHBI HaPYIICHUS IPOBOAUMOCTH CepAlia I10
THUITY BHYTPIKEITYIOYKOBOM OJIOKAIBl M aTPHMOBEHTPH -
KynsgpHoit 6mokanbl I crerrenu. Ilpn DxoKI obpamiano

Ha ce0s1 BHuMaHue yronmenue M2KII u 3amHeit creHKH
(3C) JIXK mo 18 MM, mracToinmdecKas TUCOYHKIIHS IO pe-
CTPUKTUBHOMY THITy, (hpakius Beiopoca (PB) JIK 48%,
CHCTOJIMYECKOE IaBiieHue B jerouHoit aprepuu (CIJIA)
37 MM pt1.cT. NT-proBNP 3104 nir/mn. MHnumupoBaHa
Teparnusl CepaeUYHO HEMOCTaTOYHOCTH — Janariandiio-
3uH 10 Mr/CyT., 3TIepeHOH 25 MT/CyT., TIepUHIOIPIIT
4 Mr/cyT.

B cBs131 ¢ momo3peHMeM Ha aMIUIOMIO3 BBITTOJTHEHA
OMoIICHsT MUOKapIa, BHISIBICHB aMIJIOMIHBIC HaKOILIC-
Hust. [Manuenty nposeneHa CM ¢ P™Tc-PYP, B pesyinb-
TaTe IMOJyYeHBl CHMHTUTpapUIecKre MPU3HAKNA BBICO-
KOWMHTEHCUBHOTO 3axBarta paanodapmripernapara (POIT)
B muokapae JI2K u mpaBoro kemymoukoB (IT2K), grade 3
no mkane Perugini. [Ipu monekynsipHO-TeHETUYECKOM
WCCJICTOBAaHUM TTaTOTEHHBIX MU YCIOBHO-TIATOTCHHBIX
myTtauuii B reHe 7T7TR He BoisiBieHO. Ha ocHoBaHum
MIPOBEICHHOTO 00C/IeNOBaHMs ObUT YCTAHOBJICH IMArHO3
ATTR-AKMII, "mukoro tuma". C miong 2023r Hayata
Tepanus TahaMUaucoM B 103e 61 Mr/cyT.

ITauyeHT MOBTOpPHO oOcienoBaH 4yepe3 1 roga or
Havajna mnatoreHetuueckoil tepanuu ATTR-AKMII.
CyOBEKTUBHO OTMETUJI YIyUIICHUE COCTOSIHUSI B BHU-
II¢ YMECHBIIICHUS ONBIIIKH, YBEIMICHHST TOJICPAHTHOCTH
K GU3NYeCKUM Harpy3KaM. KJIIMHWYECKHN IMOSBUINCH
CUMIITOMHBIC STIU30IbI CHIDKCHUS apTepHabHOTO IaB-
jgeHus 10 60/40 MM PT.CT., 4YTO ITOTPEOOBAIO OTMEHBI
Tepanmuy MHTHONTOpaMU aHTHOTCH3WHIIPEBPAIIAIOIIETO
depmeHTa.

3a TPOIIeIIINii TOI TOCITUTAIM3AIINI TI0 TIOBOIY JIe-
komrreHcanm XCH He 6bu10. @YHKITMOHAIBHEINA CTATYC
0e3 orpuLaTeabHON TuHaMuKu — auctanums TIHX yBe-
mmamnachk (437 m — >501 M), QyHKIIMOHATBHBINA KJ1acc
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H/Cl =16

Puc. 2. [laHHble nnaHapHoi cumHTurpadum naumerTa L. ncxonHo v yepes 12 mec. npuema tTadamuamnca.
MpumeyaHmne: 0TMEYAETCH YMEHbLIEHUE YPOBHS HakonneHus *°MTc-PYP 8 muokapae JIX (H/Cl 1,6 — >1,53).

XCH npexauii (2). NT-proBNP 3Haunmo cHu3miIcs 10
75,1 TiT/Mmut.

ITo npanabeM DxoKI 6e3 oTpulaTeIbHON TUHAMM-
K1 — 00beM nonocteii cepnma, CIHJIA, ®B JIK, Toi-
muHa M2KIT — 6e3 nu3meHenuii. OTMedaeTcsl yMEHbIIIE-
aue TommuHb 3C JIK (18 MM — >15,5 mm). [1o maHHBIM
XM-OKI oTMeuaeTcs IporpeccupoBaHe HapylIIeHUA
puTMa cepima — BBISIBJICHO TpeleTaHWe MpeAcepauid
¢ pasnauuHbIM npoBeneHueMm (2:1, 3:1, 4:1, 5:1, 6:1) co
CpelIHeil YaCTOTOM CepAeuHbIX COKpalleHU 64 ya./MUH,
YTO TTOTPEOOBATIO OTMEHBI TePAITUK COTAIOJIOM.

OTmeabHBIN MHTEpPEC MPEICTaBIIIIOT pe3yabraTel CM.
Ha ¢one cneuuduueckoii Tepanuu HabIOIAETCs MO0~
KUTeTbHAS IMHAMWKA B IIJIAaHE YMEHBIICHUSI OTHOIIIE-
HUSI cepale/KoHTpanaTepaibHas cropona (H/Cl) ¢ 1,69
mo 1,47 (puc. 1), a TakKe CHUXCHHUE YpOBHSA grade 1o
MTAaHHBIM OMHO(MOTOHHONM 3MUCCUOHHON KOMITBIOTEPHOMN
TOoMOTpadni, CMHXPOHN3UPOBAHHON ¢ KOMITBIOTCPHOM
toMorpacdueit (OOKT/KT), no yposus 1-2 (puc. 1).

Mpumep 2. MNauyuenT L., 86 net

[MauueHT ¢ INTEIbHBIM aHAMHE30M apTepUaIbHOM
CUIIEPTEH3UU, IIEPBUYHOM HAAIMOYEUHNKOBOM HemocTa-
TouHOCThIO. B 20181 BEIMONTHEHA K AT, BRISIBIIEHO OTpa-
HUYHOE CTEHO3UPOBaHME KOPOHAPHBIX apTepuil (CTEHO3
10 70% B ycTbe OUArOHAJIbHOM apTepuu, TUaMeTp apTe-
pun <2 MM, cteHo3 1o 50% aprepum Tymoro kpasi). [lo
gaHHbIM DXx0KI' AuarHoCTUpOBAH CTEHO3 YCThSl A0OPThI
YMEPEHHOM CTeNeHU, Ha TOT MOMEHT BPEMEHHU IT0Ka3a-
HUI K XUPYPTUYECKOM KOPPEKLUU OpOKa cepala He

obu10. B 20191 mosiBMIach onmplmKa Ipu (U3UIECKUX
HarpysKax.

B 2022r o ganHbM DxoKI' garHOCTUpOBaH CTEHO3
YCTbsI a0PThI TsiKeNoii creneHu (AVA 0,7 cm?). B pamkax
TIpemxoIepalliOHHON MMOATOTOBKM ITOBTOPHO IIPOBEHC-
Ha KAI' — uccnenoBanue 0e3 TMHAMUKU B CpaBHEHUU
¢ 2018t, TToKa3aHUil K peBaCKYISIPU3AINN KOPOHAPHBIX
aprepuit He 6bUTO. B manmbHelIIeM BBHITTOJTHEHO TpaHC-
KaTeTepHOE IIPOTE3MPOBAHNE a0PTAJBHOTO KJIallaHa.
B panHeMm mocieonepanioOHHOM TIepHOIe Yy MallMeHTa
pa3BmIach OJIOKama JieBoit HOXKM ITydka [mca, a Takke
OCTpOE HapyIIeHNEe MO3TOBOTO KPOBOOOpaIIeHus B 6ac-
ceiiHe TpaBoil cpemHeMo3roBoii aprepuu. Ilpoxomun
Kypc Helipopeabunutaunu. B memom 1ocie ormepanuu
10 BecHBI 20231 yyBCTBOBaN ceOsT YOOBIECTBOPUTEIb-
Ho. C BecHnl 2023r — HeOmHOKpATHBIE TTOBTOPHEIE Je-
komrteHcaunu XCH. B TeueHue OIUTETHLHOTO BpEMEHU
TIPUHUMAJ Teparuio OMCOIIPOJIOIOM 2,5 MT/CyT., 3IIIe-
peHOHOM 25 MT/CyT., TopacemunoM 20 MT/CyT., alleTHI-
canmuumIoBoi Kucioroir 100 Mr/cyT., po3yBacTaTUHOM
20 Mr/CyT.

ITpn moBTOopHOM DXx0KI wMcciaemoBanum obpaTuiia
Ha ce0s1 BHUMaHUE 3¢PHUCTOCTh MUOKapIa, YTONIICHIE
MXKIT no 20 MM, BeITIONHEeHA speckle-tracking DxoKI' —
BBISIBJICH TIATTEPH, XapaKTCPHBII 71T aMIJIOUI03a Cepl-
na. NT-proBNP 4123 nr/mn. IposeneHa CM ¢ P™Tec-
PYP — coorHomenue HakorieHuss POIT B muoxkapmue
OTHOCHUTEIFHO HAaKOIUICHUS B KOHTpaJlaTepaJbHOU 30HE
1,6, npu ouenke cuuHTurpaMm B ODKT /KT pexume Bu-
3yaT3upyeTcsl BhipaxkeHHoe HakorureHne PDIT Bo BceM
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Puc. 3. [laHHble O9KT/KT naupmeHTa L. ncxogHo (Grade 3) n yepes 12 mec. nocne nprvema Tadpamumamnca (Grade 2-3).

muokapae JIZK u IK, grade 3. I1o nanHBIM MoJieKy/isipHO- B uioHe 2023r nmauumeHTy Oblia auarHoctupoBaHa ATTR-
TEHETUYECKOTO MCCICIOBAHNS MAaTOTeHHBIX W yciaoBHO- AKMII "mukoro tvmma", moKa3aHWiA I IPOBENCHUS 2H-
MMATOTEHHBIX MyTauuil B TeHe 77TR BBISIBIECHO HE ObUIO. NOMUOKAPAMAIBHON Ouoricuu He Obuto. Havara Tepanus
CormracHO MaJJOMHBA3WMBHOMY aJITOPUTMY IMATHOCTHKK  TadaMUONCOM B mo3e 61 MT/CyT.
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H/Cl=1,8

Puc. 4. [laHHble nnaHapHoi cumHTurpacdum naumerta K. ncxogHo 1 yepes 12 mec. nprema tapamuayca.
MpuMeuanme: 0TMEHAETCS YMEHbLLEHME YPOBHS Hakonnenus ©MTc-PYP 8 muokapae JIX (H/CI 1,8 — >1,6).

H/Cl=1,6

Ta6nuua 1
p,MHaMMKa nokasartenei nauMeHTOB UCXOLHO U yepes 12 mec. npuwema TacbaMM.quca
MapameTpsbl MaupeHT 1 MaupeHT 2 MaupeHT 3
VcxoaHo Yepes 12 mec.  WcxopHo Yepes 12mec.  McxoaHo Yepes 12 mec.
npuema npvema npuema
Tadammnamca Tadpamuamnca Tadpammnamnca

Yucno rocnutannsauui, HeopHokpatHble 0 HeopHokpatHble 0 HeopHokpaTHble 0
CBfi3aHHbIE C Cepae4Ho- MOBTOPHbIE MOBTOPHbIE NOBTOPHbIE
COCYAMCTBIMW NPUYUHAMN rocnuTanusauum rocnuTanusauum rocnuTtanusaumm

1o noeoay o NoBoay

nekomneHcauumn XCH nekomneHcauun XCH
DyHKUMOHaNbHBI Knacc 2 2 2 2 3 3
XCH
Pesynbratsl TLUX, M 437 501 — — 82 100
KauecTBo xum3Hn 44 31 50 38 74 76
(KCCQ-QS), 6annos
NT-proBNP, nr/mn 3104 75,1 4123 3128 8998 7133
TPONOHWH, Hr/Mn 375 107 34 172 51,9 42
[JaxHble 9xoKI
DB JIXK, % 48 60 60 58 52 52
Tonwwmxa MXI, mm 18 18 20 20 22 28
Tonwwna 3C JTXK, mm 18 155 18 18 22 22
CAOJIA, MM pT.CT. 37 28 42 36 48 46
KAP, Mm 43 43 38 38 44 44
[anHble cuvHTMrpadumn M1okapaa ¢ *MTc-PYP
H/CI 1,69 1,47 16 1,53 18 1,6
Grade no wkane Perugini 3 1-2 3 2-3 3 2-3

Cokpawenus: 3C — 3aaHasa cTeHka, KAP — koHeuHo-anactonuyeckuii pasmep, JIK — nesbiii xenygouek, MXIN — mexokenynoykosas neperopoaka, CAJIA — cuctonm-
yeckoe [laBneHue B neroyHom aptepuu, TLX — TecT ¢ LwecTuMmHyTHOM xoap60i, PB — dpakums Beibpoca, XCH — xpoHuyeckas cepaeyHas HenoctaTtouHoCTb, oKl —
axokapauorpadus, $MTc-PYP — nupodocdat TexHeums, H/Cl — cooTHOWEHMe HakonneHus paavodapmnpenapara B MMokapae OTHOCUTESLHO HAKOMAEHNS B KOHTpana-
TepanbHol 30He, NT-proBNP — N-KOHLEBOI NPOMO3roBOI HATPUIYPETUYECKMIA NENTUA,.
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Puc. 5. [laHHble O9KT/KT naupmeHTa K. ncxogHo (Grade 3) 1 yepes 12 mec. nocne npuema tadammuauca (Grade 2-3).

KonTpobHEBIe 00CIenoBaHus TIPOBENCHBI Uepe3 1 Tog  CMMITOMHAST OpTOCTAaTUUYCCKasl TUIIOTCH3MS 110 JaHHBIM
HaOmoneHus1. 32 TPOIIEANINI TON TOCTIUTATU3AINNA TI0  UTUTENIbHON TTAaCCUBHON OpTONPOObl. DYHKITMOHATHHBIN
noBony nexomreHcauun XCH He 6buto. KnmHuyecku craryc 0e3 3HauMMOM nuHaMuku, rposeneHue TIIX He
OTMeYacT YAYUIICHNEe COCTOSHMSA. 3aMKCUpoBaHa Oec- TPEACTaBISIIIOCh BO3MOXHBIM, T.K. aKTUBHOCTH OTpa-
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HUYeHa MAaTOJIOTHEil OMOPHO-IBUTATEILHOTO alapaTa
(TTaIIeHT TepeaBUTacTCsI ¢ TOTOIHUTEIBHOI OIMopoii).
Ormevanock cHIKeHUe ypoBHS NT-proBNP ¢ 4123 rir/min
mo 3128 nr/mi. Ilo marHabsiM Ox0oKI™ 6e3 oTpumaTeIbHOM
IMHAMUKNA — 00beM Ttoocteii cepna, CIJIA, @B JIK,
tommuHa MXII, Tommunaa 3C JIK — 6e3 u3MeHeHUi.
ITo ganabeiM XM-OKI coxpaHsieTcs yacTtast HaJKeJTyI0u-
KOBasl 3KCTPACUCTONMSI, BHYTPIDKEIYIOUKOBasT OJI0Kaza,
WHBIX HApYIICHUN pUTMa cepAlla W IMPOBOAMMOCTHU HE
BBISIBJICHO.

ITo manueiM CM 4epe3 12 Mec. nmocie npuema Tada-
MUIMCA OTMEUYaeTCs ITOJOXUTEIbHAS TMHAMUKA B BUIE
HE3HAUYNTEJIBHOTO YMCHBIICHUSI MHTCHCUBHOCTU Ha-
koruteHust POIT B muokapne, H/CI 1,53. Tlpu ouenke
cuuaturpamMMm B ODKT/KT pexkxume BU3yaIu3upyeTCs
HakorieHre PDIT Bo Bcem muokapae JIK u ITK, Grade
2-3 (puc. 2, 3).

Mpumep 3. NMauueHT K., 66 net

B 2013r BepBbIe OTMETIII MOSIBJIECHUE OIBIIIKU TIPU
¢u3myecKnxX Harpy3kax, Ipu OOCIeIOBaHUU 3aperu-
CTPUPOBAH MapOKCU3M (QUOPMIUISIINK TIPEICePaiA.
PexoMeHmoBaHO TpoBedeHNUE PAagMOYaCTOTHOM abia-
AU, OT Yero mamyeHT oTkasayucs. B 2015r mossuianch
OTeKM HIDKHMX KOHEYHOCTEH, IMMOCTEIIEHHO CTaja IIpo-
TPECCHPOBATh ONBIIIKA TIpU (PU3UICCKUX Harpys3Kax.
B 2018t cranm 6eCrOKOUTH SMU30AbI TOJJOBOKPYKEHNUS,
MOSIBUJIOCH ollylieHne "BaTHBIX HOT"'. B 2020r mamueHT
OTMETHUJI TIOSIBJICHUE YacTOl muaper, Ha (oHe JYero Io-
Tepsa B Bece okono 10-12 kr 3a 2 roga. B 2023r — Heon-
HokpaTHble nekomrteHcanmu XCH. ITpuanman tepanuio
TopaceMunoM 10 MT/cyT., CIMPOHOIAKTOHOM 25 MT/CYT.,
puBapokcabaHoM 20 MT/cyT.

ITpu OxoKTI BeIgBACHO yTOommeHue MXKIT n 3C JIK
10 22 mm, @B JIXK 52%, CHJIA 48 mm pr.cT. NT-proBNP
8998 ir/mi1. Bermonera MPT ¢ KoHTpacTHpoBaHUeM Ta-
IOTMHUEM — OTMEYaeTCs TPaHCMYpaJTbHOE U YaCTHUYHOE
cyosHIoKapauaapHoe Tuddy3Hoe HaKOIICHUE KOHT-
pactHoro BeuectBa cteHKamu JIZK u 12K, xapakrepHoe
g 6oxesdeil HakorteHud. [1o manaeiM CM — coort-
HomreHre HakoruieHus P®I1 B Muokapme OTHOCUTEITEHO
HaKOIJICHUsI B KOHTpJaTepanpHoil 30He (H/Cl) — 1,8.
ITpu onenke cumHaTUrpaMMm B ODKT/KT pexmume BU3y-
amn3upyeTcsa BEIpaxkeHHOe HakoruieHne PDII Bo BceM
muokapnae JIZK, grade 3. ITo maHHBIM MOJEKYISIPHO-
TeHETUICCKOTO McclienoBaHus B TeHe 77TR BBISIBIICH ITa-
ToreHHBII BapuaHT p.DS58A. TTamyenTy ObIT yCTaHOBJIEH
nuarHo3 ATTR-AKMII, reHetuuecku o0yCIOBICHHBIN
BapuanT. C mapta 2023r Oblla HayaTta Teparnus tadpami-
mcoM 61 Mmr.

UYepes 1 ron mpoBencHB KOHTPOJIBHBIE 00CIICIOBAHNS.
3a MpOIIeAmNii ToI TOCTIUTAIN3AIIANA TI0 TIOBOLY JCKOM-
nencaun XCH e 6b110. CyOBEKTUBHO COCTOSTHHE 0€e3
3HAYMMOM TMHAMUKM, COXpaHSICeTCs BRIpaXKeHHAs! OIbIIII-
Ka TIpu (pU3nIecKnx Harpys3kax. OyHKIMOHAIBHBINA CTa-
Tyc 0€3 OTpUIIATEIbHON TMHAMUKHN — IIPOXOIMMAsl TH-

craHuus no pesyiasratam TIIX 6e3 ndMmeHeHuit, Manast
OUCTaHIMS OOYCIIOBIICHA SBICHUSIMU TTOJUHEUPOTIATUH
(82 M — >100 m). dynkmmoHanbHbIN Ki1acc XCH mpex-
Huit (3). NT-proBNP cuusmics — ¢ 8998 nir/min mo 7133
TIT/MJI.

ITo npanapM DxoKI HabmomaeTcs oTpuLaTelbHas
IUHAMMKA B BUIC IIPOTPECCUPOBAHMS YTONIICHUS MUO-
Kapma XeaymoukoB (Tommuabl MXKIT 2,2 — >2,8 cm, 3C
JI2K 2,2 — >2,4 cM), yMEHBIIICHHST TIOJIOCTEH TIpaBBIX Ka-
MEp cepAla, yCyryoJIeHUs AUAaCTONMICCKON (DYHKIINH.
DB JIX 52% — 6e3 TMHAMUKU.

B 1o e BpeMs 1o gaHHEIM CM — COOTHOIIICHUE Ha-
xorieHnsT POI1 B MuoKapme OTHOCUTETLHO HAKOTIICHMS
B KoHTpjaaTtepanbHoii 3oHe (H/Cl) — 1,6. I1pu oueHke
cuuaTurpamMM B ODKT/KT pexume BU3yaaIn3upyeTcs
HaxkorieHue P®DIT Bo Bcem mumoxkapae JIK, Hesnaum-
TEJBHO TIPEBHIIIAIONICe YPOBEHb HAKOIUICHUS B KOCTSIX
ckeneTa, grade 2-3, yMeHbIIeHNEe 00ObeMa TIIeBpabHOTO
BoITToTa. Ilo cpaBHeHMIO ¢ HaHHBIMU OT 2023T — T0JIO-
XKWUTebHAsI TuHaMuKa (puc. 4, 5).

CBomHasl XapakKTepUCTUKA KIMHUKO-WMHCTPYMEH-
TaJbHBIX JTAHHBIX OMMCAHHBIX BBIIIE ITAIIMCHTOB IIpEI-
cTaBJieHa B Tabmaune 1.

0GcyxaeHue

Bo Bcex KIMHWYECKUX MpUMepax MPOIEeMOHCTPH-
poBaHa pa3HOHaIIpaBjcHHas muHamMuka. OTCcyTCcTBHE
TIPU3HAKOB IIPOTPECCUPOBAHMS 3a00JIEBaHMS 1 TaxKe T10-
JIOXKUTEIbHAs TUMHAMHWKA B HEKOTOPBIX aACTICKTaxX SIBJISI-
eTCS CIICAICTBHMEM ITaTOTCeHETUUECKON Tepanuu TadaMu-
nrcoM [6].

HecMmoTtps Ha Maoe KOJMYECTBO MAIIMEHTOB, IIPH-
HUMaIOIMUX TapaMuanc B TeueHUe 12 Mec., MbI MOXEM
HaOJfogaTh YMEHBIIEHWE 3MU30M0B IeKOMIICHCAIINHT
XCH B TeueHMe cpokKa HaOMIOHEHUS, KaK MUHUMYM
OTCYTCTBHE OTPHIIATEIFHON TUHAMUKU OTHOCUTEIBHO
(bYHKIIMOHAIBLHOTO CTaTyca, TJabOpaTOPHBIX MapKepoB.
JIvb B TpeThbeM KIMHUYECKOM TIpUMEpe IO TaHHBIM
OxoKI' Habmonamack oTpuaTebHas JMHAMUKA B BUIE
ycyryOJieHus1 nuactojimdeckoit ¢pyHkuuu JIK u yBenn-
yeHus1 crerieHu runeprpoduu JIZK. [To gaHHBIM nuTeE-
paTyphl BCTPEUAIOTCS TaHHBIC O TOM, YTO TTOTCHIINAIBLHO
CYIIECTBYET 3amepkKa B 3 deKTe Tepallid B TCUCHUE
6-12 Mec. mociie Havaia mpuema mpemnapata. Oco6eHHO
9TO KacaeTcs TTallMeHTOB, Y KOTOPHIX Tepamnus ObLIa Ha-
yaTa yXe Ha IMPOABUHYTON cTaguu 3abojeBaHus [5].

KpaitHe mHTepecHBIM HaOIIOACHUEM B HaIlleM HC-
CIIeMOBAaHNU OKa3aJ0Ch YMCHBIIICHUE CTETICHU MHTCH-
cuBHocTH 3axBata PDII mmokapmom mo manueiM CM
¢ P"Tc-PYP. Pay kiIMHUYECKUX PabOT IEMOHCTPUPYET
YMEHBIIICHNE aMUJIOUIHON HAaTPy3KW MPU ITOJTOCpPOU-
HoM npueme Tadpamuanca. Tak, Odouard Sh, et al. cpaB-
Hunu pesynstatel CM ¢ " Tc-HMDP y namueHTos,
TOJIy9aBIINX CIIEIMUUIEcKyIo Tepanuio (n=52), u ma-
LUEHTOB 0e3 criennpuIecKoit Tepamuu (n==8§, BKIIOUC-
HBI PETPOCIIEKTUBHO). Pammon3oTomHoe McciieqoBaHme
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IIPOBOIMIIOCH TIPY TUATHOCTHUKE 3a00JIeBaHUS M HE Me-
Hee, 94eM depe3 1 rom Imociie crapTa Tepanuu. B rpymire
MMallMEeHTOB, TIOJyJaBIINX TacdhaMHUINC, CTETIICHb 3aXBa-
ta POII MuoxkapaoMm 3HaunMoO yMmMeHbInuiaach Ha 11%
B CPaBHEHUU C TPYIIIOIf ITAIIMEHTOB 0¢3 CIIeIn(IeCKOM
Tepanuu, Y KOTOPhIX HaOIIONAIOCh YBETUMICHNE COOTHO-
menus cepaue/cpenocrenue (H/M) Ha 3% (p<0,01) [7].
OmHaKo CTOUT OTMETHUTD, UTO B TaHHOM pabote CM mpo-
Boamiach yepe3 10 muH 1ocie BBeneHuss PDIT. Kpome
TOTO, OIleHMBaeMbIil mapameTp H/M B KIIMHUYECKOM
npakTuke B nuarHoctuke AKMII He nmpuMeHsieTcs.

Eme onuH xkauHUM4YecKuii ciaydaii ObUT OIyOJMKOBaH
Yu AL, et al. (2023). B sT0 nccienoBaHusi peTPOCIICKTUB-
HO OBUT BKiTIOUeH 21 marneHT ¢ auarHo3oM ATTR-AKMIT
U ¢ BepudumpoBaHHoi MyTaumeit Ala97Ser. [armeHTaMm
nposoauiack CM ¢ P"Tc-PYP ucxonHo u uepes | rox
Tepanuu TacdaMuanucoM. B pesynbraTe MONyJIeHBI TaH-
Hble 0 3HauuMoM ymenbuieHun H/Cl (¢ 1,63£0,20 no
1,43%0,11; p<0,001). B XOHTpOJBHOI1 TpyIIle 3HAYNMO-
ro usMeHeHus: He BbisiBiieHO (¢ 1,68+0,18 mo 1,63%0,12;
p>0,05) [8].

MexaH13M 3TOro (heHOMEHA OCTACTCSI HEU3BECTHBIM,
ITOCKOJIbKY OCHOBHOM MHUIIICHBIO TIpeIaparta sIBISIIOTCS
HeCTaOMIbHBIC MOJICKYJIBI TPAHCTUPETUHA U IEiCTBUE
TacdbaMuarca He KacaeTcs paHee OTIOXKUBIIMXCST aMUJIO-
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