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AnHomayusn

ITeav ucenedosarus. 1enbio JaHHOM pabOTHI ABJISIETCS IEMOHCTPAIUA BO3MOXKHOCTH MarHUTHO-pe3oHaHcHOoU Tomorpaduu (MPT) cepana ¢
KOHTPACTHPOBAHUEM B JJUATHOCTHKE PE/IKO BCTPEYAIOIEH s IATOJIOTHH — aMUJION/[03a CepALa.

Mamepuaabt u Memoost. J[eMOHCTPAIUs KINHIUYECKUX CJIy4aeB IMarHOCTHKY aMIJIOH/103a cep/ra ¢ momornpo MPT.

Pe3yavmamut. C nomonrsio MPT cepziia ¢ KOHTPACTHBIM YCHJIEHHEM ObLIN BBISIBJIEHBI H3MEHEHH s, YKa3bIBAIOIME Ha HAJTMYKe aMIJION/I03a

cepAna.

3axarouenue. MPT cepza ¢ BHyTPHBEHHBIM BBe/IeHHEM KOHTPACTHOTO IIperapara ABJsAeTcs BHICOKOMH(DOPMATUBHBIM MeTO/I0M HEMHBA3HB-

HOM ZIMarHOCTUKY aMHJIOK/103a CepIia.
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Abstract

Purpose. The aim of this work is to show the capabilities of late gadolinium enhancement cardiac magnetic resonance imaging (MRI) in the di-

agnosis of a rare disease such as cardiac amyloidosis.

Materials and methods. Demonstration of clinical cases detecting cardiac amyloidosis using MRI.
Results. Contrast-enhanced cardiac MRI revealed patterns characteristic of cardiac amyloidosis.
Conclusion. Cardiac MRI with late gadloinium enhancement is the method of choice in the diagnosis of cardiac amyloidosis.
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BBegeHmne

Awmmusion/103 — 3a00J1€BaHUe, IPU KOTOPOM B MEKKJIETOU-
HOM IIPOCTPAHCTBE TKAHEU IIPOUCXO/IUT OTJIOXKEHUE Hepac-
TBOpUMOTO Gesika-amuiionsa [1]. i3BectHo Gosiee 30 amu-
JIouzioreHHbIX OesikoB. Cep/ille 4yalile BCEro MOpakaercs
pu AL-amusionsiose (uauonariueckasi B-kierounas juc-
Kpasusa Wi MuejgoMHas 06osie3Hb, 00se3Hb BaspneH-
crpema), TpanctupeTuHOBOM (ATTR, MyTaHTHBIN U IUKUHA
THIIBI) W M30JINPOBAHHOM aMWJIOWA03€ IpeACcepAui
(AANF), GesKOM-IPEIIIeCTBEHHUKOM IIPDH KOTOPOM SB-
JIseTcs MpesicepAHbIA HaTpHiypeTudeckuil pakrop [2—4].
IIprunHO¥ cmeptu y manueHToB ¢ AL- n ATTR-tunamu
aMIION7I03a SIBJIsIETCs TopakeHue cepana [5]. Panuee 06-
Hapy’KeHUe IMOpPaKEeHUs Ccep/lla KpaiHe BaKHO JJIs
OIIEHKHU MIPOTHO3a U TAKTUKU JIEUEHUSI.

JluarHOCTHKA CEPJEYHOTO0 aMUJION03a ABJIAETCA CIIOXK-
HOU 3a/1auel. «30JI0TBIM CTAaHAAPTOM» JUJIS JUATHOCTUKU
aMIJIONJ103a CepAIA ABJIAeTcA OUOIICHA MUOKAP/A, OZHAKO
JlaHHasA IpOIle/lypa MHBa3UBHA W COIPsIKEHA C PUCKAMHU
OCJIOKHEHUH, JIOCTYITHA MaJIOMy KOJIMYECTBY KJIMHHK [6].
KomOnHamus Takux METO/I0B, KaK 3JIeKTpoKapauorpadus
(PKT), sxokapauorpadus (IxoKI) u aumarHocTHUeckas
Ouoncus u3 nepudepuyecKux TKaHed (CIU3UCTbIE, IOA-
KOXKHBIW KUDP U Jp.) UIMEIOT cBOM orpaHuveHus. Ha DKT
HET HaJIe’KHBIX NTPUBHAKOB I AuddepeHuaabHOro JAu-
arHosa ¢ JPYyrUMU IOPKEHUAMH CEepAIa, CUUTAIOT, YTO
Hu3KoBosbTaxkHaA JKI' sABIAeTCA XapaKTepHBbIM IIPOSBJIe-
HUEM aMUJIOWZI03a CEP/ILa, O/THAKO OHA HAOJIIOAaeTcs He y
Bcex nanueHTos [7]. C momompio DX0KI' HeJb3s1 BBISBUTD
IIPUBHAKY aMIJION/03a HA PAHHUX CTAUAX 3200J1€BaHUA
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u nuddepeHITPOBaTh ¢ APYTUMU HOPMaMU THIEPTPOPUU
muokapza [8]. CumaTurpadusa muokapza ¢ 99mTe-nupo-
docharom u 99mTc-mudocharom mMMeeT BBICOKYIO UYB-
CTBUTEJIBHOCTh B 0OHapyxeHuu ATTR-Tuma aMmmioniosa,
OJTHAKO MeHee YyBCTBUTEJIbHA K APYI'MM THIIaM 3a00sIeBa-
Hus [9]. KpoMe Toro, JaHHBIN METO/T HE /IaeT HUKAKOU WH-
dopmanmu o ¢yHKOIEH U MOPGOJIOTHU TOpPAKEHUA
CepAua, 4TO ABJIAETCA OTPAHMYEHUEM JUIA OIIpe/iesleHus
TaKTUKU JIeueHus [10].

3a mociieiHee JIeCATUIIETHE MAarHUTHO-PE30HAHCHASA TO-
morpadus (MPT) crasia HaZieXKHBIM METO/IOM BU3yasIn3a-
[N CepALA, IPEIOCTABIAA MOJPOOHYI0 MHGOPMALHIO O
MOP(}OJIOTHH, TKAHEBBIX XaPAKTEPUCTUKAX U (QYHKINO-
HaJIBHBIX TOKa3artesiell pabotsl cepyna. C momomipio MPT
MO’KHO TOYHO OIIPE/IEJIUTh HAJINYHE, IOKIU3AIUIO U pac-
IIPOCTPAHEHHOCTh TUIEPTPOMUH MUOKAp/a JKeJIyZO0YKOB.
Ucnonp3zoBanue MPT ¢ oTCpoueHHBIM KOHTpPAacCTHUPOBA-
HUEM I103BOJIAET OOHAPY:KUTh aMIJIOWJIHYI0 MHOIIbTPA-
nuio. OTI0KeHHe aMUJIONU/IA B CEP/ILle YBEJINYUBAET 00beM
BHEKJIETOYHOH JKH/IKOCTH B MHOKap/ie U IPUBOAUT K Ha-
KOIUJIEHWI0 KOHTPACTHOTO Ipemnapata (TajioJIuHus), HTPU-
mensiemoro B MPT [11, 12]. B nmo3/iH010 ha3y KOHTPACTHOTO
yewtenuss Ha MP-u3o6paskeHUsIX OIPEe/EISeTcs] HEroMO-
rerHoe b dy3HOE TPaHCMYypaJIbHOE WU CyOIH/TIOKAP/U-
aJIbHOE HAKOIUIEHHE KOHTPACTHOT'O IIpernapaTra B MHOKap/ie
JKEJIyZIOYKOB [13—15], oTinuaroieecss OT KOHTPACTHPOBa-
HUA [P JIPYTUX IPUYMHAX NOpaKeHHs MHOKapza (uiie-
MUYECKOe, BOCIAJIUTEJIBHOE, ApYrHe O0JIe3HU HaKOILIe-
HUs).

KnuHnueckuin npumep 1

BosbHOM /1., 45 JIeT, IMOCTYIIHJI B KJIMHUYECKOE OT/Iesie-
uue HMUI] kapauosioruu ¢ »kajmobaMu Ha OTEKU HUKHUX
KOHEYHOCTEH, OJBIIIKY IIPH X0/b0e, IIPU PasroBope BO
BpeM: X0/1b0bI, KOTOPbIE KyIIUPYIOTCA B IIOKOE, IUIOXYIO IIe-
peHocuMoOCTh (PU3UUYECKONH HATPY3KH (TOJIOBOKpPY:KEHHUE
IIPH TIO/beMeE II0 JIECTHHIIE BBILIE 2-TO dTaka). /IBa roza
HAa3a/l 1OCJae OCTPOH BUPYCHOU WH(MEKINU BIEPBBIE IIO-
SIBUJIACH OJIBIIIKA, & IIOTOM U OTEKU HHKHUX KOHEUYHOCTEH
JIO TOJIEHOCTOIIHBIX cycTaBoB. [Ipu rocruraansanuy 1o Me-
CTy JKUTEJIbCTBA ObLI BBICTABJIEH JHATHO3 «OCTPBIH MHUO-
kapauT». Ha peHTreHorpaMMe OpraHOB IPY/HOH KJIETKU
(OT'K) smaumMo# mmaToJsioru He BbIsBaeHo. Ha 9KI —
PUTM CHHYCOBBIH, yacToTa cep/ieuHbix cokparieruii (UCC)
110 ya/mvuH, cHkeH BosibTaxk DKI', oTMeuaercs: 3ame/ie-
HU€e TIPOBEJIEHUs 110 JIeBOM HOXKe mmyuyka ['uca (JIHIIT) u
nubdy3HbIe HAPYIIEHUs IPOLECCOB PETIOJIAPU3AIIHH.

ITo manubiM Ix0KT mosiocTu cep/iiia He yBesndeHb! (Ko-
HEYHBIN JMACTOJINYECKUN pa3Mep JIEBOTO JKeJyZouKa —
KIPJIXK — 47 MM), COKpaTUMOCTb He cHUKeHa (dpakius
BbIOpoca — OB —57%). Onpenesnsiach JIero9HAas THIIePTEH-
3uA (CHCTOJIMYECKOE JaBJIEHWE B JIETOYHOUW apTepuu —
CIJIA — 51,7 MM PT. CT.), a TaK»Ke JUACTOJUYECKas JIUC-
dbyukus aesoro xenynouka (JIXK) pecTpUKTHBHOIO THIIA.
B nosioctr nepukap/ia 65110 HeGOJIBIIOE KOTHYECTBO KU/~
KOCTH, a TAKXKe JKUJKOCTh HAaXOZMIACh B 00EHX IJIEBPAIIb-
HBIX IIOJIOCTSIX M OplomrHod mostioctu. Ha done Tepanuu
CepAeYHOM HEJIOCTATOYHOCTH COCTOSHHE IAIFeHTa YIIyd-

Puc. 1. MPT ceppua. KnHo-nocnenoBaTenbHOCTb:

a - yeTblpexKamepHas ANIMHHaA OCb cepALa; 6 — KOpoTKaa ocb
cepaua. Mauyment b., 55 net. CTpenkamu ykasaHa runeptpodus
MUOKap/a fIeBOro N NpaBoro XejyAo4KoB.

Fig. 1. Heart MRI. Cine MRI: a — long axis LV; b - short axis LV. Patient B.,
55y.0. The arrow indicate myocardial hypertrophy of the left and right
ventricles.

Puc. 2. MPT ceppua. NMocnepoBatenbHOCTb C OTCPOYEHHBIM
KOHTpAcTUpOBaHNEM: d — ANIMHHAA OCb CePALA; 6 — KOPOTKas ocb
cepaua. MauymenT b. CTpenkamuy ykasaHo TpaHCMypaJsibHoe
HaKorJIeHMe KOHTPACTHOro npenapaTa MUOKapAoM NpaBoro

1 JIEBOTO XKeNyA0UKOB.

Fig. 2. Heart MRI. Late enhancement: a — long axis LV; b - short axis LV.
Patient B., 55 y.o. The arrow indicates the transmural accumulation of
contrast in the myocardial of the left and right ventricles.

IIUJIOCh, YMEHBIITUJIIACH O/IBIIIKA, COXPAHAINCH OTEKU CJIa-
00I1 cTeneHy.

ITocsie BRIMKMCKM M3 CTAI[OHApa IIPOXOAUI 00CjIeI0oBa-
HUe y 5HJJOKPHUHOJIOTA, PEBMATOJIOTa, OHKOJIOT, IIPOBOJU-
JIOCh HCCIIeZIOBaHNE MAaPKEPOB CUCTEMHBIX Ay TOMMMYHHBIX
3a00JIeBaHUN — IATOJIOTUH HE BBIABJIEHO.

JIJ1s1 OLIeHKH CTPYKTYPHBIX M3MEHEHUI MHUOKap/a JKeJry-
JI0uKoB Obliia HazHaueHa MPT ¢ oTCpOYeHHBIM KOHTPACTH-
poBanueM razgoauHueM. Ilo ganaeiM MPT BpIsiBeHa KOH-
neHTpuueckas runeprpodus muokapaa JOK (tonmuna cre-
HOK — 14—18 MM) u mpaBoro xkesyaouka (IDK; TosmuHa cre-
HOK — 8 MM), pacIlIipeHue JIEBOTO IIPEe/ICEPANs, THPOIIEPH-
Kapa u ruzipoTopakc (puc. 1). Ilpu nposenennu kuHo-MPT
JIAaHHBIX 32 HapyIlIeHWe JIOKAJIbHONW COKPAaTUMOCTH MHO-
KapZia JKeJIyZl0uKOB He IOJIy9eHO, ONPEIEsIAIOCh CHIPKEHUE
miobanbHOU cokpaTumoctu muokapaa JK (OBJIK — 33%)
u IDK (O®BIDK — 34%). Ilocie BBefeHHUSI KOHTPACTHOTO
rpernapara OTMeqanoch ero 1uddysHoe, TpaHCMYPaIBHOE,
pacmpocTpaHeHHOe (BO BceX cerMeHTax) HaKOIJIEHHEe MHO-
xapgom JDK u IDK (puc. 2). XapakTep HaKOIIJIEHUA KOHT-
PACTHOTO TIperapara COOTBETCTBYeT aMUJION/I03Y CEPALA.

11 moATBepKAeHUs ANarHO3a aMIUJION/103a IIPOBeZieHa
Ouoncus IPAMOU KHINKH, BBIABJIEHbI OTJIOXKEHUS aMHU-
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JIOHW/Ia B COCYy/IaX BCEX OT/IEI0B, B MBIIIIEUHOM CJI0€ KUIIIKH,
IIPOBE/IEHO TUIIMPOBaHME, IIOCTaBjeH Auarfo3 AL-amu-
JIOH103a.

Takum 06pazom, Ha OCHOBAHUHU KOMILJIEKCHOTO 00CIIEI0-
BaHUA IIOCTABJIEH JWATHO3: PECTPUKTHUBHAA KapAHOMUO-
MMaTHsA, CUCTEMHBIA aMUJIOU03 C TPENMYIIIECTBEHHBIM II0-
paxeHueM cepana. XpoHUUecKas cep/iedHas HeZJ0CTaTOd-
Hoctb IIB, pyakuuonanpusiii kaace (OK) 1. Acuur. Tuj-
poropakc. TpukycnujanbHass HeZOCTaTOYHOCTh IV cre-
nesu. MutpaspHasa HefocTaTouHOCTh 11 crenenu.

KnuHunyeckuin npumep 2

[Tanuentk K., 79 net, nocrynun B8 HMUILI kapauosoruu
C KJIMHUYECKOW KapTUHOU JIEKOMIIEHCAIINN XPOHUYECKOU
CepIEYHON HETOCTATOYHOCTH, JKaJI00bI Ha OJIBIIIKY IIPU He-
3HAUUTETHPHON (PUBUUECKOU Harpyske (xo7pba Ha paccTosi-
HUe /10 50 M), TOJIOBOKPY:KeHue, iepebou B paboTe cep/iia,
OTEeKU HUKHUX KOHEYHOCTEH, 001y c1abocTh, OGBICTPYIO
YTOMJIEMOCTbD.

B HMUII kapauosioruu o0ciiefiloBaH aMOyIaTOPHO: 10
JIAaHHBIM CIUHTUTpauN — IPH3HAKOB OYAroBBIX Hepdy-
3WOHHBIX U3BMEHEHHH JIETKUX He BbIsIBIeHO0; Ha DXOKI BbI-
sasnena runeprpodusa JIK, pacmupenune npencepaui, co-
KPaTUMOCTh MUOKAap/ia yZIOBJIETBOPUTEIbHAS; 110 IAHHBIM
KapZHOpeCIUPAaTOPHOTO MOHUTOPUPOBAHUSA — HQUOPIILILA-
IUA-TPelleTaHNe IIPe/ICeP/UH, KeIy/l09KOBasA SKCTPACH-
CTOJIHA.

B xoze obciieoBanus B crarimonape HMUIL kapuodio-
run Ha OKI' coxpaHAIOCh TpeleTaHWe IIPe/iCeP/Uil; II0
nanHbIM OXOKI' — BeIpaskeHHAsA KOHILEHTpUYecKas HuIep-
tpodust muokapza JIK, obpamana Ha cebsi BHUMaHUE TH-
nepaxoreHHOCTs Muokapga JIXK (¢ sSipkuMu BKIIOUe-
HUSIMU), TAJIATAIUs ToJI0cTel npeacepanii u I1DK, 30H Ha-
pylIeHus JIOKAIBPHOW COKPATUMOCTH HEe BBIABJIEHO, IJIO-
6anpHast cokparumocts JIJK ymoByieTBopuTesbHasl, BbI-
SIBJIEHO HapyllleHHe NACTOJINYeCKON (PyHKIIMN MHOKap/ia
JDK.

Jaunnsle anamue3a, OKI' u IxoKI tpeboBaiu B epByIo
ouepenp UCKIIOUEHUA aMIJION103a. [ aToro 6pu1a mpo-
BeneHa MPT ¢ oTcpoueHHBIM KOHTpacTupoBaHuem. Ha

Puc. 3. MPT ceppaua. KnHo-nocnegoBaTenbHOCTb:

a - yeTblpexKamepHasa ANNHHaA 0Cb cepAua; 6 — KopoTKas ocb
ceppua. NayneHT K. Benbimn cTpenkamn nokasaHbl pacluMpeHHble
npepacepana. YepHbiMu CTpenkamn ykasaHa runeprpodus
Muokapga M.

Fig. 3. Heart MRI. Cine MRI: a - long axis LV; b — short axis LV. Patient K., 79
y.o. The dilated atria are shown with white arrows. Black arrows indicate
myocardial hypertrophy of the interventricular septum.

MPT BbIABIEHA acCHMMeTpUYHAasA THIEPTPOUI MHUOKAp/a
JIDK: yTomnmeHre MEOKapAa MeEXKIKeIyAOYKOBOU IIepero-
poaxu (MKIT) 710 18 MM, HUKHEH CTEHKH /10 13 MM, TOJIIIAHA
OCTJILHBIX CTEHOK ObUTa B mpefesiax 10—11 MM (puc. 3).
Jaunabix 3a runeprpoduio muokapza I1XK He mosydeHo.
Otmeuasiocs paciupenue npeacepani u IDK. Ilpu onenke
kuHO-MPT onpeziesisizioch yMepeHHOE CHUKEHUE COKPaTU-
moctu muokapzaa JOK (@B — 48%), 30H HapylieHui Jio-
KaJIbHOU COKPATHMOCTH He oTMeuasock. Ilociie BBezeHUs
KOHTPACTHOTO IIperapara BU3YaJIu3HuPOBAIOCh €ro IIUPKY-
JIIpDHOE CyOSH/IOKap/AHaIbHOEe HAKOIUIEHWE BCEMU CTEH-
kamu muokapza JIK u I1K (puc. 4). Xapakrep Hakome-
HUS KOHTPACTHOTO IIperapara B MHOKap/ie >KeJIyZJOYKOB He
TUNMYEH /IS UIIEMUYECKOT0 UJIA BOCIIAJINTEIFHOTO II0pa-
JKeHHMsI MUOKap/ia, TakKe He TUIINYeH /11 HaKOIJIEHUs B
ouarax ¢ubposa Ha ¢one runeprpoduu. B nepsywo oue-
penrp caenyer yMaTh O aMHJION03€.

ITo maHHBIM OZHOMDOTOHHON SMUCCHOHHON KOMIIBIOTEP-
Hoit romorpaduu (KT) ¢ 99mTc-mupodocdaTom CruHTH-
rpaduyeckass KapTUHA TaKyKe COOTBETCTBOBAJIA aMMUJIOH-
JIO3y cep/illa. YUUTHIBAsA BBICOKOE 3HaueHHe Kod3dduum-
enTa auddepeHuaTbHOT0 HAKOIUJIEHHUsI Cep/ille/KoJliaTe-
panpHas 06J1aCTh, IOCTABJIEH AUATHO3 TPAHCTHPETHHOBOTO
aMIJION7I03a.

Takum o6pa3oM, Ha OCHOBAaHUY aHAMHe3a U HHCTPYMeEH-
TasibHOTO obcienoBanmsa (MPT cepana ¢ KoHTpacTHpoOBa-
HHeM U ogHodoroHHas samuccuoHHasAs KT c¢ 99mTe-timpo-
docdarom) 6osibHOMY OBLT TOCTABJIEH CIIEAYIOIIHN JTAAr-
Ho3: TpaHcTrpeTnHOBBIN aMmuioni03 cepzma (ATTR). He-
JIOCTaTOYHOCTh TPUKYCIIHJAJIBHOTO KjamnaHa IV creneHw.
XpoHuueckas cepaedHas HezocraTouHocTh IIB craguw,
I1I K.

B 06oux ciyvasx AuarfHo3 aMUJIOHW/[03a cepAana ObpLI mo-
craByieH ¢ momoiisio MPT cep/iiia 1 mo/TBep:k/ieH 6e3 BbI-
[IOJIHEHUA OMOIICUY MUOKap/a.

O6cyxpeHue

Bonpirylo 3HaYMMOCTh B HEWHBA3WBHOM JIMarHOCTHKE
ammonzio3a cepjua npuobperaer MPT ¢ oTCpoueHHBIM
KOHTPACTUPOBAHUEM, HCIIOJIb30BAaHHE KOTOPOH OCHOBAHO

Puc. 4. MPT ceppua. NocnepoBaTenbHOCTb C OTCPOUYEHHbBIM
KOHTpacTUpoBaHNEM: d — AJIIHHaA 0Cb cepALa; 6 — KopoTKaa ocb
cepaua. NaymeHT K. CTpenkamm ykasaHo LMpKynsipHoe
cy63HA0KapamnanbHoe HaKoruleHe KOHTPaCcTHOro npenapara
MIVOKapAOM NMPaBOro U JIeBOro XKeNyA0UYKOB.

Fig.4. Heart MRI. Late enhancement: a — long axis LV; b — short axis LV.
Patient K., 79 y.o. The arrows indicate the circular subendocardial
accumulation of contrast agent by the myocardium of the right and left
ventricles.
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Ha CIOCOOHOCTY aMUJIOW/IA CBA3BIBATHCA U 33/I€PKUBATHCA
BHYTPUBEHHBIM BBEeZIEHHEM Taf[0JINHUsA. XapaKTep HaKOII-
JIeHUus KOHTpacTHoro npenapara npu MPT oringaercs ot
TAKOBOTO IPHU BCEX OCTAJIbHBIX 3a00JIEBAHUAX CEP/IA:
HMMeeT TUITNYHYI0 KapTUHY Au(Yy3HOTO TPaHCMYPaATIHHOTO
WIN Cy03HI0KApANAJIBPHOTO HAKOIUUIEHUS KOHTpAacTa B
MHUOKap/ie KeJyZoukoB [13—16]. IIpeumymecrBamu MPT
cep/illa HAJ[ SHIOMHOKApAUAIbHON Ouorncueir (OMB) u
JIpPYTUMU HEMBA3UBHBIMU METO/IAMU BU3YyaIU3aIly — BO3-
MOKHOCTH OIIEHKU PaCIpPOCTPAHEHHOCTH U TJIyOUHBI aMU-
JIOUTHOU MH(PMIBTPAIITN B MUOKAP/IE, a TAKKE BBISBJIEHIE
3a00JIeBaHUs HA PAHHUX CTA/(USX, KOT/IA elle HeT 3HAYU-
TEJIbHOTO YBEJIMYEHUsI TOJIIUHBI CTEHKH JKEJIYJOYKOB U
BBIpa)KEeHHBIX HapymeHu# pecrpuknuu. [Ipu OMB cepana
BO3MOXKHBI OIITUOKN MecTa 3a60pa MaTepuaia U HeBEPHbIE
cy:knenusi o auarfose. Grigorios Chatzantonis u coasr.
IIPOBEJI MHOTOIIEHTPOBOE HCCIE0BAHUE, B KOTOPOM
cpaBHWIU AaHHble OMbB u MPT ceppiia B BbIAABJIEHUU aMU-
Jonzo3a ceparia [17]. ABTOpBI HCCIeIOBAaHUS MPOBEIU
9MB y 160 nanueHTOB ¢ IPU3HAKAMU CEpP/IeYHON He[0CTa-
TOYHOCTH U HAJU4Us runeprpoburt Muokap/a (TosmmmHa
vuokapza JOK >12 mMM). ¥V 120 manueHToB IO JIAHHBIM
AMDB 6bLT BBHISIBIIEH aMUJIOU/I03, Y OCTAIIBHBIX 40 THaIllueH-
TOB 000HAPY?KEHBI Ipyrye 3a060JIeBaHUA CEPAEYHO-COCYIH-
CTOU crcTeMEBI. BeeM marueHTam ¢ aMHIJION[030M IIPOBEJIN
MPT cepauna ¢ OTCPOYEHHBIM KOHTPACTUPOBAHHEM U
y 114 maIueHToB 0bLIN OOHAPY?KEHBI TUIIMYHBIE TATTEPHBI
KOHTPACTHOTO YCWJIEHUs JJIsi aMuiion/io3a cepana (aud-
(y3HOE HakoIUIEHME KOHTPACTHOTO IIpemapara OT cy0-
9H/IOKAPANAIBHOTO K TpaHCMypasibHOMY). OOIias yacToTta
OCJIOKHEHHH OWOIICMU MHOKap/ia BeTpedasiach B 3,13%
CJIy9aeB U 3aKJIIOYINCH B ITepdopanuu MUoOKap/a y 4 ma-
[MEHTOB C ITEPUKAPUATBHBIM BBIIIOTOM, ¥ OHOTO IaIlH-
eHTa ObUIa WHIYIMPOBAHHAS HEYCTOMUMBAsS KEIYI0UKO-
Bas Taxukapaud. i IHMAarHOCTUKY aMIJIOHU/I03a CepAIa
uyBcTBUTENIbHOCTh MPT cepania cocraBuia 95%, a crenu-
duunOCTE — 98% [17]. B Gostee panneit pabore H. Vogels-
berg u coaBt. 1m0 maHHBIM DMDB BBISBUIN aMHJIOU03
cep/iia y 15 OOJIBHBIX U3 33 MAIMEHTOB ¢ 3a00JI€EBAHUSIMU
CEP/IEYHO-COCYAUCTON CUCTEMEBI, B TOM YHCJIE 24 MAINEHTa
¢ runeprpodueil MHOKapzAa, y 4 HAlUeHTOB ObUT H3HA-
YaJIbHO JUArHO3 CHCTEMHOIO aMUIOW03a. Y GOJIBHBIX C
MIO/ITBEPK/IEHHBIM aMIJIOKI030M Cep/iia ObLIa MpoBe/ieHa
MPT u oOHapy»keHa TUIINYHAS KaPTHHA OTCPOYEHHOI'O Ha-
KOIUTIEHUS KOHTPACTHOTO IIpenapaTa MUOKAPAOM KeTy/I04-
KOB (LIUPKYJIAPDHOE PAaCIPOCTPAHEHHOE CYO3HIOKAPIUAIb-
HOe HakoruieHue). [1o pe3ysibTaTaM UCCIe/JOBAHUS aBTOPbI
ClIeJIajid BBIBOJI, WICIIOJIB3Yys MATTEPH OTCPOYEHHOTO KOHT-
PAaCTHOTO YCWJIEHUS MHUOKApAA KEIYI0YKOB, UyBCTBUTEb-
Hoctb MPT cepama cocraBmia 80%, a crienudUIHOCTD —
94%. Kpome Toro, B JaHHOU paboTe ObLIN BHISIBJIEHBI 60T
HbIE C aMIJIOU/I030M Ccep/iiia 6e3 KIIMHUYECKUX IIPU3HAKOB
CUCTEMHOTO aMIJIOH/I03a, UTO YKA3BIBAET O YACTOTE BCTPE-
YaeMOCTH H30JINPOBAHHOIO IopakeHus cepzna [18]. Ta-
KuM 00pa3oM, paHHSsA JAHUATHOCTHKA H30JUPOBAHHOTO
ammionsio3a cepaua ¢ nomompo MPT ¢ ucnosnbzoBanuem
OTCPOYEHHOTO KOHTPACTHPOBAHUS TPHOOPETAET BaXKHOE

KJIVHUYECKOe 3Ha4YeHWe I IJIAHWPOBAHUS TAKTUKU
JIeYeHHs, YTO 3HAYUTEJIFHO YJIYYLIUT IIPOTHO3 3ab0JseBa-
HUSL.

MPT cepania TOMUMO aHATOMHUYECKON U QYHKI[HOHAIIb-
HOH OIIeHKHU KaMep cepzIia MOXKeT IPeZoCTaBUTh UHMOP-
MaIHIo O TKAHEBOH XapaKTePUCTHKE MUOKaP/ia, UCIIOIb3Ys
OTCPOUEHHOE KOHTpacTHpoBaHuWe H T1-KapTHpoBaHHE
MHOKap/ia. Y ps/a ManueHTOB ¢ IOYeYHOHW HeZ0CTaTod-
HOCTBIO BBe/IeHHe KOHTPACTHOTO IIperapara IpoTHBOIOKa-
3aHO U OecKOHTpacTHasA MeToAMKa T1-KapTHPOBaHUSA MO-
JKeT IIOMOYb B ITIOCTAaHOBKE JIMarHo3a aMIJION03a CepAria.
Martinez-Naharro u coaBt. ucnons3oBasiu MPT cepjiia ¢
OTCPOYEHHBIM KOHTPACTHPOBaHHWEeM U T1-KapTHpOBaHHE
aast oneHkm 263 mamumeHToB ¢ ATTR-ammioumozom u
50 manueHToB ¢ Al-ammionznoszoMm. B rpynme GOIBHBIX C
ATTR-amMuiIonzio30M cepAlia aCUMMeTpU4YHasA THIIEPTPO-
¢ua mmoxkappa JIXK BcTpewasace B 79% ciy4aeB IO
CpPaBHEHUIO ¢ 14% npu AL-amunonznose cepAna. Y Bcex na-
[IMEeHTOB BBIABJIEHO HAaKOIUIEHHWE KOHTPACTHOTO IIperna-
para, IIpuYeM dYalle BCTPedasoch TPAHCMYpPaJIbHOE pac-
mpejsiesieHre KoHTpacra B Muokapze JIK (y 71%), uem cy6-
spokapauaibHoe (v 20%). HakorieHre KOHTpacTa B MUO-
kapzae IIJK Berpewanocs B 96% ciydaes. Ilocie ananusa
kapT T1 BBIABJIEHO, YTO Y TPYIIIBI AIUEHTOB C CYyOIH/IO0-
KapZiuaJbHBIM HaKOIJIEHHEM KOHTpacTa B MHOKap/e
3HaueHHs T1 ObUTH MOrpaHUYHBIMU (102162 Mc, IpU
HOpMe <1010 MC) U BBICOKHE 3HaueHUsi 00bemMa BHEKJIe-
tounoi kuakoctu (ECV; >35%, npu Hopme ECV 25-28%),
a'y Irpynmsl ¢ TPAHCMYPaJIbHBIM paclpezieJieHueM KOHTpa-
cra oba mokasaresisg ObLIM 3HAYUTENIBHO IPEBBIIIEHBI
(1180454 mc u ECV>50%). [Ipu cpaBHeHHH MOKa3aTeJs
ECV mexny rpynnoi ¢ ATTR-amuminonnosom u Al-amuiion-
JI030M 3HAUMMBIX PA3JINYUU HE BBIABIEHO (59+13% IIpo-
TUB 53+8%). B ka0 rpynne noselieHne 3HavyeHni T1-
KapTHUPOBAHUA COIPOBOXKZAJIOCHh XapaKTEPHBIM IaTTEP-
HOM KOHTPACTHOTO YCWIEHUsS B MHOKap/le >KeJIyZ04YKOB.
Mexny nokasareneM o0beMa BHEKJIETOUHOH KUIKOCTH U
norsomeHneM KoHTpacra 99mTe-DPD npu ciimaTUrpadnn
BBIABUJIN MOJIOXKUTEJIbHYIO Koppesnanuio B rpyme ¢ ATTR-
ammtouzio3oM (r=0,533; p<0,05) [19]. Oupenenenne ECV
¢ nomouipio 6eckoHTpactHod MPT cepana — 3T0 mepBbId
HENHBA3UBHBIN METOJl KOJIMYECTBEHHOU OIIEHKH cep/led-
HOTO MHTEPCTHUINSA, 3HAUEHUA KOTOPOTO YBEJIMUUBAIOTCS B
3aBUCHMOCTH OT PACIPOCTPAHEHHOCTH aMWJIOHHOU WH-
dunprpanuu. Onpenenennie ECV ¢ moMomplo 6ecKOHT-
pactaoii MPT momoraeT B OILIEHKE TSKECTH aMIJIOWTHOU
WHQWIBTPAIN MUOKAP/Ia U BJINsAET Ha IIPOrHO3 3a00JIeBa-
Hus [20].

MPT ceppania obsaziaer HaGOPOM WHTPYMEHTOB (KHUHO-
I10CJIe/I0BATEJIbHOCTh, OTCPOYEHHOE KOHTPACTUPOBAHHE,
HaTHBHOE W IIOCTKOHTpAacTHOe T1-KapTupoBaHHE C OIleH-
kot ECV muokapza), KOTopble MOKa3bIBAIOT BHICOKYIO JTH-
arHOCTUYECKYI0 TOYHOCTb B BBISABJIEHUH aMUJIOU03a

cep/ua.
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