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PE3IOME

B 0630pe npencTtasneHbl COBPEMEHHbIE AaHHbIE O MOPaXKeHW cepaua Npwn CUCTEMHOM ammnnonaose. ObcykaaroTcs
BapuaHTbl aMmnIonao3a, npun KOTOpbIX NOpavkeHne cepaua sengetcd YactbiM: AL-, ATTRwt- n ATTRv-amnnonnossi.
OnucaHbl KNMHUHECKME NPU3HAKN aMUIOVAHON KapaMoMMOonaThK, SKCTpakapamasibHble NPOSBAEHMS, MO3BOASIOLLE
nogo3peBartb aMmnonaos. NpeactasneHsbl METOOb! AMArHOCTUKM aMUIOWOHON KapanoMmonaTuin,
OxoKapamorpahniecke AnarHOCTUHECKME MPUSHAKM BKIKOHAKOT YBEIMYEHME TOSLLMHBI CTEHKW NEBOIO Xeyao4ka,
aTPUOBEHTPUKYNAPHOIO KanaHa, CTEHKM NPaBOro »eyao4dka, YTONLEHNe MEXNPeacepaHon Neperopoakm, ama-
CTOSIMHECKYHO ANCHYHKLIMIO 1 CHYDKEHME OBLLIEN NPOAOSbHON AehopMaLmm NPy OTHOCUTENBHOM COXPaHeHUM Npo-
OONbHOW AedopmMaLm BEPXYLLKA.

MarH1nTHO-pe3oHaHCHas ToMorpadra NO3BONSAET BbIABUTb XapakTepHble AN aMUionao3a NpuadHakn: yBenmdeHne
BHEKIETOYHOIO 06BbEMA 1 AN Y3HOE CyOaHaOKapAnanbHOE U TPAHCMYPabHOE OTCPOYEHHOE KOHTPACTUPOBaHNE
nocne BBeOeHWS ragonnHnS.

CupHTUrpaus ¢ NCnonb30BaHNEM NPenapaToB, MeYeHHbIX TEXHeUMEM-99m, MOXET NOATBEPAUTL AnarHo3 AT TR-
kKapanomumonatun. OuarHo3 AT TR-kapaMommonaTtin BO3MOXEH TOMbKO B COYETAHUN C aHanmM3amm KPOBWU U MOYM
0151 UCKITIOYEHNS HANMMHYMSt MOHOKIOHANbHOMO 6enka. CKPUHMHI Ha MOHOKOHabHbI Benok BKo4YaeT 3 nabopa-
TOPHbIX TECTA: onpeaeneHe CBOOOAHbIX NErKMX LIENe B CbIBOPOTKE KPOBW, SNEKTPOMOPES ChIBOPOTOHHOMO 6enka
1 6enKka Mo4M C UMMyHOUKCALEN.

O6ceyxpgarTcsa NokasdaHus Ana Groncun MMokapaa 1 ponb GUONCUM 3KCTpakapavanbHbIX TKaHen. SHOoMMoKapam-
anbHasa 6uoncus OomkHa ObITb BbIMNOMHEHA: @) €CNU UMEETCH BbICOKOE KITMHUYECKOE MOO03PEHNE HA aMUIoa03
cepaLay naumeHTa ¢ MOHOKIOHaTbHbIM BEMKOM; B) eCni UMEETCSA BbICOKOE KITMHMHECKOE MOAO3PEHNE Ha CEPAEHHbI
amMnnonao3, HECMOTPS Ha OTPULATENBHbIN MW OBYCMbICNEHHbIV PE3YNLTAT CLUMHTUrpadu; B) eCnv CcunHTUrpaduns
cepAua HedoCTynHa.

Ob6eyxoarTCa BO3MOXHOCTM naTtoreHeTndeckon Tepanum npu ATTR- n AL-ammnovagose, HanpaenieHHOW Ha npe-
KpalLLeHe N 3aMedneHne OTNOXKEHVS amnionaa B cepaue, CMMNTOMaTUYECKOE TIEHEHNE.

KnroueBbie cnoBa: amiviongo3, Kapavom1onaTis, TRaHCTUPRETVH, JIBrKMe Ler MMMyHOr 100y IMHOB, DECTPVKTBHAS
KapaviomvonaTis, cepaeYHast HegoCcTaTo4YHOCTb
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ABSTRACT

The review presents current data on heart disease in systemic amyloidosis. The article discusses variants of amyloi-
dosis with common heart disease: AL-, ATTRwt- and ATTRv amyloidoses. Clinical signs of amyloid cardiomyopathy
and extracardiac manifestations that allow one to suggest amyloidosis are described. Methods for diagnosing amyloid
cardiomyopathy are presented.

Echocardiographic diagnostic characters include increased thickness of the left ventricular wall, atrioventricular valve,
right ventricular wall, thickening of the interatrial septum, and also diastolic dysfunction, and decreased global longi-
tudinal strain with relative preservation of apical longitudinal strain.

Magnetic resonance imaging reveals signs specific for amyloidosis: increased extracellular volume and diffuse suben-
docardial or transmural delayed enhancement after gadolinium administration.

Scintigraphy using technetium-99m labeled compounds can confirm the diagnosis of ATTR cardiomyopathy. The diag-
nosis of ATTR cardiomyopathy is only possible in combination with blood and urine tests to exclude the presence
of a monoclonal protein. Screening for monoclonal protein includes three laboratory tests: determination of free light
chains in blood serum, electrophoresis of serum protein and urine protein with immunofixation.

Indications for myocardial biopsy and the role of extracardiac tissue biopsy are discussed. Endomyocardial biopsy
should be performed: a) in case of strong clinical suggestion of cardiac amyloidosis in a patient with monoclonal pro-
tein; b) in case of strong clinical suggestion of cardiac amyloidosis, despite negative or equivocal scintigraphy result;
c) if cardiac scintigraphy is not available.

The possibilities of pathogenetic therapy for ATTR- and AL amyloidosis, aimed at stopping or slowing amyloid deposi-
tion in the heart, and symptomatic treatment are discussed.
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BBEJEHWUE

AMUIIONI03 OTHOCUTCSI K IpyIine 3a0oJieBaHU,
BO3HMKAIOIIMX B Pe3yJbTaTe OTIOXEHUS M3MEHEH-
HBIX 0€JIKOB, 00pa3yloluX HepacTBOpUMBIe (puOpuI-
JIBI, B PA3IMYHBIX TKAHSIX M BBI3BIBAIOIIMX MOPAKEHUE
opraHoB. TepMUH «aMUJIONT» ObLT BIIEPBbIE UCIIOJIB30-
BaH OepJIMHCKUM I1aToysioroM Pynojbhom BupxoBbiM
B 1854 . 1151 onrcaHusI MAaKpOCKOIMMYECKIX aHOMAIUIA
TKaHei, HaO/IIogaeMbIX IIPY OKpalllMBaHUU omoM [1].

ITo ompeneneHuo MexayHapoaHOTO oOOIIe-
ctBa amuiaougosa (ISA, International Society
of Amyloidosis), aMUJIOUI03 — 3TO FreTePOTeHHbIE CO-
CTOSTHUSI, TIPY KOTOPBIX MPOUCXOIUT OTIOXKEHUE He-
pPacTBOPMMOTO MaTOJOTUUYECKOTo OeJika, OKpalluBae-
MOro B OMOINTaTe KOHIO KPaCHbIM U MMEIOLLETO XKEJ-
TO-3eJIEHOE NBOITHOE JTydenpesoMIeHUE B TTOISIPU30-
BaHHOM cBeTe [2, 3].

B Hacrosiiee BpeMs uaeHTU(ULMPOBAHO 42 aMu-
JIOUIOTEHHBIX OefiKa, U OJHA TPETh M3 HUX BBI3bIBA-
IOT CUCTEMHBII aMuounos [4].

ITpu amunounose cepana aMmuaIouaHble GUOPUII-
JIbI HAKaTJIMBAIOTCSI B MHTEPCTUIIMATBLHOM TIPOCTPaH-
CTBE MEXIy KapauomMuouuTamu [5].

KJITACCUDPUKALINA

Kiaccupukanus amMmuiaonao3a OCHOBaHA Ha TUIIE
aMWJIOMIOI€HHBIX O€JIKOB-IIPeaIlIeCTBEHHUKOB: AL,
AA, ATTR, AApoAl, AApoAll, AApoAlV, Ab,M,
AFib, AGel AANF u ap. ToabKo AEBSATh aMUJIOUI0-
TeHHBIX OEJIKOB HaKaIlJIMBAIOTCS B MUOKAapP/E, BBI3bI-
Bas mopaxeHue cepaua [3].

HexoToprie dopmbl amuinoumosza (AApoAl,
AApoAll, AApoAlV, Ab,M, AFib, AGel) BcTpeuaror-
csl OYeHb peaKo. BTopuyHbIi aMIIONI03, pa3BUBaI0-
HIWAICS TIPU XPOHUYECKUX BOCITATUTETbHBIX M MH(PEK-
LIMOHHEKIX 3a00yieBaHUsIX (AA), HE SIBISIETCS PEIKUM,
HO TOpaXeHUEe cepala MpU 3TOM TUIIE HAOIOAAeT-
cs1 TosibKO B 5 % ciaydaeB. bonee 98 % amuionnosa
cepaua Bo3HukaeT npu AL- wiu ATTR-amunonnose.
ATTR-amuion1o3 MOXeT ObITb HacJeICTBEHHBIM
(ATTRv) i npuodpetéHHbBIM (ATTRwt) (MyTaHT-
HBI ¥ UKW TUIIBI) [3].

Takum o6pa3om, HauOoIbIIASI YACTh CJIy4aeB aMU-
snougHoin kapauomuonatuu (AKMII) oOycioBieHa
CHHTE30M OJHOTO U3 JBYX MATOJOTUYECKUX OEJIKOB:
1) nérkoil uenu MOHOKJIOHAJbHOIO MMMYHOIJIOOY-
JIMHA, o0pasylollerocs MpyM HapyIIeHUSIX B TIa3Ma-
TUYECKUX KJIeTKaX KOCTHOIO MO3ra; 2) TpaHCTUpE-
tuHa (TTR). TpaHcTupeTuH — 00K, TPAaHCIIOPTU-
pyIOIIUI TUPOKCUH M PETUHOJ (BUTaMUH A), BBI-
pabaTbIBaeMbIii MEUYEHBIO, COCYAUCTBHIM CILIETEHHEM
1 TIUTMEHTUPOBAHHBIM 3IUTEINEM CeTYaTKU. Acco-
nuupoBaHHble AKMII o6o3Hauarorcs kak AL-KMII
n ATTR-KMII coorBerctBeHHO [5, 6]. Penkue npu-
YUHBI CEPIEYHOrO aMUIJIOMI03a BKJIIOYAIOT aMWJIOU-
J103 CBIBOPOTOUHOro ammiouaa A (AA), HacaeACTBEH-
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HBII aloJMOOINpoTerH A-1 U amonunornporeuH A-4
AMWIOMI03, U30JIMPOBAHHBIA aMWIOWI03 IIPEACEPAUIA
(AANF) [3]. AA-amuionn03 pa3BUBaeTCs y HNallieH-
TOB C XPOHWYECKMMU BOCTIAJIUTEbHBIMU 3200JI€BAHU -
SIMU, TaKUMM KaK PEeBMATOUAHBIM apTPUT, CIIOHAM-
JIOAPTPUT, BOCTIAJIUTEbHbIE 3a00I€BaHNS KUILIEUYHU -
Ka, IIpU XPOHUUYECKUX MHGEKIUSIX U CEMEIHOMI cpe-
JIM3eMHOMOPCKOI tuxopaake [3].

AMmunonao3 JErKUx Leleid MMMYHOIJIOOyIrnHa
(AL) — »TO0 moartuIl, IIpu KOTOPOM HMMEETCS ILIa3-
MOKJIETOUYHAs Wiu B-KileTouHasi IMCKpa3us, MHOXe-
CTBeHHasi muenoma, B-kjiaerouHas aumdpoma ¢ IIpo-
JNyKIMeW aHOMaJIbHBIX HEMPaBUJIbLHO CBEPHYTHIX CBO-
OOMHBIX JErKUX lieTlleil UMMYHOIJIOOY/IMHA, KOTOPbIe
arperupyroTcsl B HepacTBOPUMMbIE aMUWJIOUIHBIE (PuU-
OpMWJLIIBI U OTKJIAABIBAIOTCS B opraHax [7].

B 74 % ciyyaeB BBISIBISIOT CEKPELIMI0 MOHOKJIO-
HaJIbHBIX JIETKUX LieTieil asimMoaa-Tuna [8].

ATTR-KMII saBnsietcs pe3ynbTaToM (OpMUpPOBa-
HUSI aMUJIOUIHBIX (PUOPUILI U3 HOPMAJIbHOIO TPaHC-
TUpPETUHA (IUMKOro TUIA) WIA U3MEHEHHOIO TPaHC-
TUPETUHA B pe3yJibTaTe MyTalluil TeHa, KOAUPYIOLIETO
€ro CTpykTypy. B nepBoM ciyyae aMUJIOUI03 paHee
0003HayajICcsd KakK «CTapuyeckuii», B HacTOSIIEE Bpe-
M$l MCIIOJIb3YyeTCS TEPMUH TPAHCTUPETUH-aMUJIOUI-
Has Kapauomuornatus aukoro tuna (ATTRwt-KMIT).
HacnencrBennnlii Bapuant TTR-amuiionnosa cepi-
11a HasbiBaJics «cemeiiHoii» ATTR-KMII, coBpemeH-
Hoe Ha3BaHue — BapuaHTHasgs ATTR-KMII (ATTRv-
KMIT) [3, 9]. U3BectHO 6osiee 130 BapuaHTtoB TTR,
accouunpoBaHHbIX ¢ ATTRv-amunonnozom. Kimmnu-
yeckasi KapThHa 3aBUCUT OT TuMa Mytauuu. OgHaKo
OOBIYHO MOpakarTcs nepudepudyeckass HEpBHasl CHU-
crema u cepaue [10].

IMopaxeHnue cepaua accouuupyercst ¢ VI221-,
T60A-, L111M- u 168L-myraumsamu rena TTR [11].
Hawub6oaee pacnipoctpanéHHbiM B CIIIA sBisieTcs 3a-
MeHa M30JellIMHA Ha BaJWH B MOJoXeHuu 122 6en-
KoBoii nocienoBaTeabHocTu (V1221) [5].

SANMNMAEMMONOornsa

AL-amMuiona03, BepOsITHO, SIBJISIETCSI PEAKUM 3a-
0osieBaHMEM, pacIpoCTpaHEHHOCThL KoToporo B CIITA
o coctosiHuio Ha 2015 r. cocrapisiia 4 Ha 100 000 Ha-
cenenus [12]. ITopaxeHue cepaua HabtonaeTCs MpU-
MepHO y 75 % nauueHtoB ¢ AL-amuionnosom [13].

ITo nannubeiM Perucrtpa amuiounnosa Bennkoopura-
HMU, HAOJTIOMAETCS YBEIMYEHNE YACTOTHI CITy4aeB aMU-
sounosa Ha 670 % B nepuon 2010—2019 rr. o cpas-
HeHuro ¢ 1987—1999 rr. B nepuon 2010—2019 rr. 3a-
peructpupoBaHo 10 755 ciiyyaeB aMuiIonao3a, U3 HUX
56 % cocraBiser AL-amunounnos. Ilpu 3ToMm yacTo-
Ta ATTRwt cpeau Bcex ciaydyaeB aMUJIOUAO3a YBe-
qnuniack ot 3 % B nepuox 1987—2009 rr. mo 25 %
B 2016—2019 rr. [14].

Xotss ATTR-KMII cuutanach peakum 3abosieBa-
HHUEM, U TOUHBIE OIIECHKM 3a00JIeBAaEMOCTHU U PACIIpoO-
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CTPaHEHHOCTU OTCYTCTBYIOT, HAKaIlJIMBAIOTCSI JOKa-
3aTeJIbCTBA, YTO 3TO 3a0oJieBaHME BCTpedaeTcs 3Ha-
YUTEJILHO Yallle, YeM Ipeanoaraiock padee [15, 16].

N. Maurizi 1 coaBT. YCTaHOBJIEHO, YTO PaCIIPO-
crpanénHocte AKMIT cocrasnsia 9 % cpenu naum-
€HTOB C ITepBOHAYAIbHBIM JUATHO30M TUIepTpodrIe-
ckoit KMII. AmMuionnos cepana B BO3paCTHOM IpyIiie
ot 40 1o 49 ner ObL1 guarHocTupoBaH y 1 %; y nuix
crapire 80 JieT yacroTa yBesuuuBaiach 1o 26 % [17].

ATTR-KMII o6HapyxuBaetcst y 13 % manmeHToB
C JIeTeHepaTUBHBIM aOPTAJbHBIM CTEHO30M, HaIlpaB-
JICHHBIX Ha TpaHCKAaTeTepHOE MPOTE3MPOBAHUE a0P-
TaJIbHOTO KJjamaHa [18].

B poccuiickoM wmcciienoBaHUM TPOBOIMIICS
ckpuHUHI Ha ATTRwt Bcex ymepllInX, MMEBIIUX
P XKU3HU XPOHMYECKYIO CEPACUYHYI0 HEeIOCTaTOd-
HocTh (XCH) u runeprpoduio JeBOro Keayaou-
ka (I'JIXX). ITocMepTHOE McclienoBaHME Ha aMUJIO-
U1 npoBefeHo y 141 mamueHTa B BO3pacTe craplie
69 ner. OTIIOKEHNI aMWIONIA ObLIY BBISIBJIEHBI B 00-
Jiee cTapllell BO3pacTHOM Ipymiie (CpeIHuil Bo3pacT —
91,25 £ 9,67 roga) B 21 % ciydyaeB. Takum obpaszoM,
y Ju1 cTapueckoro Bo3pacra npu XCH, accouuupy-
romeiica ¢ I'JIZK, ATTR-KMII gBasgercsa JyacToii ma-
Tojiorueit [19].

DTO MOAYEPKMBAET, YTO aMUJIOUI03 CepALia I0JI-
KeH ObITh BKJIIOUEH B nuddepeHIaabHbINA psi Y I10-
JKWJIBIX TIAIIMEHTOB.

NATO®PUINONOINA
N KIIMHNYECKUE NMPOABJIEHUA

ITopaxeHue cepaua npyu CUCTEMHOM aMWJIOKUI03€
SIBJISIETCS OJHOU U3 NMPUYMH CEePAEYHOM HEIOCTATOU-
HOCTHU ¢ coxpaHEHHOI (pakiueit Beiopoca (CHcDB).
IIporpeccupytoiias MHGWILTPALXS HEPaCTBOPUMbIMU
GUOPMLIIPHBIMU OeJIKaMM HapylllaeT BHEKJIETOUHYIO
apXUTEKTYpPy, BeIET K KOHLIEHTPUUIECKOMY OMBETPU-
KyJSIPHOMY PEMOJEIMPOBAHUIO, HAPYIIEHUIO PaCTsI-
KMMOCTU MHOKapJa U HapylIeHUIO TMACTOJINYECKOM
dyukiun [6, 20, 21].

Teuenune AL-KMII Gonee arpecCuBHOE B CpaB-
HeHun ¢ ATTR-KMII B cBsI3u ¢ KapaIMOTOKCUYHO-
CTbIO aMWJIOMAOTEHHbIX JIETKUX LeNeid MMMYHOIJIO-
oynuHoB [20].

ATTRwt HaG0maeTCsl Y IMOXKWJIBIX JII0ell U B OC-
HoBHOM mpogasisercs dpeHoruriom KMII. OObu-
HO €ro IMarHocTUpyloT B Bo3pacte 70—75 net, cpe-
Iy 60abHBIX ¢ 3TUM BapuaHntoM AKMII npeobnanga-
IOT MY>XKYMHEI [22].

BaxxHo MMeTh B BUIY, UTO OJUH TOJbKO BO3pacT
He J0JDKEH MCIOJIb30BaThCs 151 TOTO, YTOOBI OTJIMYATh
ATTRv-KMII ot ATTRwt-KMII, Tak Kak rmpu Bapu-
anTHoM Turie ATTR-aMmuionao3a BO3MOXHO KaK paH-
Hee, TaK W MO3Hee HayaJlo KIMHUYECKUX MTPOSIBIEHUI
3aboseBaHus [10]. Unentudukauusa n nuddepeHum-
alus 3TUX JBYX MOATUIIOB KpaliHe BaxkHa, MOCKOJIb-
Ky BbisgBiieHue ATTRv-KMII npeamnosnaraer npose-

JIEHWE TeHETUYECKOI0 KOHCYJIbTUPOBAHUS U CEMEN-
HOro cKpuHuHra [23].

Huarnoctuka AKMII TpeOyer oT KJIMHMULIMCTA
BHUMAaHMUS K KJIMHUYECKUM TTPU3HAKaM, KOTOPBIE CBSI-
3aHBI ¢ (PEHOTUITOM CEpAEYHOro aMuIon103a [24—26].
ITpu nompo3peHun Ha aMUJIOUA03 Cep/ilia BaKHa paH-
HsIs1 U ObICTpasi AMarHOCTUKA, MTOCKOJIbKY paHHEe Ha-
yajio Teparuu MOXET MPeJoTBPaTUTh JajbHel1Iee OT-
JIOKEeHME aMWIOnAA U IOBpexXaeHue opraHos [24, 27].

TunmyHeIM KIMHUYECKUM IposiBieHueM AKMII
apnsiercss CHc®B. Ilnartos «rumneprpoduueckast Kap-
JNIMOMUOIIATUST» Y TIOXKUJIBIX TTALIMEHTOB TOJKEH MO0Y-
1uTh K moricky AKMIT [26]. [ToHrxkeHHOE HATOIHE -
HUE XeTyI0YKOB BCJIEJCTBUE PECTPUKIIMM OTPaHUYN-
BaeT yJapHbIi 00bEM U MOXKET OBITh MPUUYMHON Op-
TOCTaTUYECKOM I'MIOTeH3UU U cuHKoIe [28]. Ipyroi
OPUYMHOM CUHKOMNAJIBbHBIX COCTOSIHUM U OPTOCTAaTU-
YECKOW TMMOTEH3MM MOXET ObITb aBTOHOMHAsl AUC-
¢yukumsa [21]. OrmevaeTcs mioxask IepeHOCUMOCTb
TPAAULIMOHHBIX METOJOB JIEUEHUS CEPIEUYHON HeI0-
craToyHocTH [28].

AMmunouaHass MHGUIbTpALUSI 3aTparuBaeT
BCe CTPYKTYphI cepaua: 1) nHbuIbTpauus MUoKapaa
KEJIYOUYKOB MPUBOIUT K YTOJIIIEHUIO CTEHOK C Ou-
BEHTPUKYJISIPHON CUMMETPUYHON KOHLIEHTPUYECKOMN
rnceBaorunepTpoueii 1 pecTPUKTUBHONU T€MOIU-
HaMMUKOM C MajJbIM OOBEMOM XEJIYyIOUYKOB M OuJjia-
Tauueil npeacepauil (peCTpUKTUBHAs KapIUOMMUO-
natus); 2) MHQUIbTpalusi o0OUX Mpeacepauil Bbl-
3bIBa€T HapylleHWe pe3epByapHOU (yHKIUU U TO0-
BBILIEHHYIO >KECTKOCTb, UTO MPUBOIMUT K HaIXKETy-
JIOYKOBBIM apUTMUSM, BHYTPUITOJOCTHBIM TpOMOaM
U CUCTeMHBIM 3MOO0JUsIM; 3) MHGUIBTPALIUS HIO0-
Kapja cnoco0CTBYeT BOBHMKHOBEHUIO BasibBYJOTaA-
TUI C Pa3BUTUEM MUTPAIBbHOW U TPUKYCHUAAIBbHOMN
HEIO0CTaTOYHOCTHU, aopTajJbHOro CcTeHOo3a; 4) UH-
duibTpaliusg rnepukapaa MOXET MPUBECTU K MOSB-
JIEHUIO YMEPEHHOIO BbIIIOTA U KOHCTPUKIIUM, 5) UH-
duibTpalusg CTEHOK KOPOHApHBIX COCYIOB MPUBO-
INAT K WIIEMUU MHoOKapaa; 6) MHOUIbTpaLus mpo-
BOASILEN CUCTEMBI SIBJISIETCS IIPUIMHOM XPOHOTPOI -
HOM HEAOCTAaTOYHOCTU 1 HAPYILIEHUI TPOBOAMMOCTH,
TaKuUX KaK CUHO-aTpuajibHas 0J0Kajga, aTpuoO-BEH-
TpUKYJIsIpHas Ojokanga, 6j1okana BeTBeil myuka ['uca,
u yminHeHus: uHtepBajia QT; 7) BoBieyeHUE Berera-
TUBHOIM HEPBHOM CUCTEMBI SIBJISECTCS NPUUMHON aB-
TOHOMHOM IUCHYHKIMU C OPTOCTATUUYECKOU T'MIIO-
TeH3ueil u cuHkomne [9, 23, 29].

V nauueHToB ¢ AKMIT MoxeTr HaOaoaaThes TH-
MUYHAasi CTEHOKapAMs Jaxe MPU OTCYTCTBUU CTEHO-
TUYECKUX TOPaXEHUU 3MUKapAUaIbHbIX KOpOHap-
HBIX apTEPUIA B Pe3yJIbTaTe KOPOHAPHON MUKPOCOCY-
nuctoil nucyHkuuu. OTIoKeHUEe aMWIOMIHBIX (D1~
OpWJII B MHTEPCTUILIMU, UHTPAMUOKAPAUAIBHBIX KO-
POHApHBIX COCyAaxX W TEePUBACKYISIPHBIX 00JaCTIX
cep/ilia BbI3bIBAET MOBBIILIEHHOE KOPOHAPHOE MUKPO-
COCYJIMCTOE COTIPOTHBIIEHUE U CHUXXKEHME pe3epBa KO-
pPOHApHOro KpoBOTOKA, YTO MPUBOAUT K MIIEMUYE-
ckuM cumnToMam [20].
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Ho 70 % namuentoB ¢ ATTR-KMII umeror ¢u-
opumngauio npeacepauii (PI1), npu AL-KMII
oHa HaOmomaetrcs pexe [30, 31]. B HeKOTOpBIX ClTy-
yagx DT moxeT ObITh epBBIM MposiBieHeM AKMIT

[26].

SKCTPAKAPOWNAJIbHbIE NMPOABJIEHUA
AMUJIONOO3A

IMosgBaenuo xKiuHU4Yeckux mnpusHakoB AKMII
MIPEAIIeCTBYIOT BHECEPAEUHbIE CUMIITOMBI, KOTOpHIE
MOTYT ObITh UCITOJIb30BaHbI B KAUECTBE «KpaCHBIX (p1a-
TOB» IIJIS1 TTIOMO3PEHUS M 00CIIEIOBAHUS C 1IEJIbIO BBISIB-
JieHus amujionao3a. KimmHuueckue CuMNTOMbI 00enx
¢opm amutonnosa (AL-KMIT u ATTR-KMII) uzmeH-
YUBBI; 3TO CITOCOOCTBYET UX HEMOOIIEHKE U 3aTPYIHS-
€T PaHHIOIO JMArHOCTUKY. BHecepaeuHbIMU MpU3HaA-
KaMM ¥ CUMIITTOMaMU aMUJIOMA03a SBJISTIOTCS TIPOTEU-
HypUs ¥ HE(PPOTUYECKUI CUHAPOM, HEHPOIIaTUSI MEJI-
KVX BOJIOKOH WJIM MOJMHEponaTus, TernaToMeraims,
CIIJICHOMETAJINSI, KPOBOTIOATEKN Ha KOXKe, MaKpOTJIOC-
cus, cuHapoM KapranbHoro KaHana (CKK), ocobeH-
HO JIBYCTOPOHHMUI, CTEHO3 MO3BOHOYHUKA U PAa3phIB
cyxoxwunus ouuerica [23, 25, 26, 32—36].

IMepudepunyeckass aMuionaHas MOJUHEPOIIaTHsI,
noMyTHeHue cTekiaoBuaHoro teaa, CKK, cteHo3 mo-
SICHUYHOTO OT/eJia MTO3BOHOYHOIO CTOJI0a SIBJISIOTCS
xapakTtepHbiMU IposiBieHusIMu ATTR-amunounnosa.
Ilepudepuueckass amuaougHasl MOJUHEHpOIIATUS
MPOSIBJISIETCSI CHavaja CEHCOPHBIMU HapyIIeHUSI-
MM, 3aTeM MPUCOCINHSIIOTCS IBUTATEIbHbBIE HapyIlle-
HUS C pacpoOCTpaHEHUEM TOPaKEHUS OT JUCTallb-
HBIX K IIPOKCUMAJIbHBIM OTAeaaM KoHeuHocteit [10].

HactopaxkuBaroluM Opu3HAKOM OOJIE3HU SIBJISI-
ercst CKK, 0coOeHHO B cilyyasix ero pa3BUTUSI C JABYX
CTOPOH U MpHU OTCYTCTBUU OxXuaaemoro 3ddekra me-
kommpeccuu [33]. CKK oOyciioBiieH caaBIeHUEM Cpe-
JTUHHOTO HepBa IeMo3uTaMM aMUJIOMIa B CBSI3Kax 3a-
ISICThsI. DTO MPUBOIUT K OOJISIM U MapecTe3usM B [—
III nanpax KUCTU C MOCTEIIEHHBIM Pa3BUTUEM aTpPO-
¢uu Mmpl TeHapa. Beicokast yactora CKK otmeyaeT-
ca y nauueHToB ¢ ATTRwt- u ATTRv-amunonno3oMm,
Torma kKak npu AL-amuionao3e oHa HE OTJIMYaeTCs
oT obueit nomyasanuu. ITokazano, yuro CKK obHapy-
KUBaeTcs 3a 5—9 JieT 10 NOsIBJICHUS] MPU3HAKOB T10-
paxeHus cepaua [34].

CKeJNeTHO-MBIIIIEYHBIE TPOSBICHUS, TaKue
KaK CIIOHTAHHBIN pa3pbIB CyXOXWINS OUlIerica 1 cTe-
HO3 TTOSICHUYHOTO OT/e/Ia TTO3BOHOYHOTO CTOJI0A, Xa-
pakTtepHbl TobKO w1t ATTR-amwmtonmosa [35, 36].
OTJIOKEHUST aMWJIONIA YaCcTO BCTPEUAIOTCS B TKAHSX
IMO3BOHOYHBIX CBSI30K y MalMeHTOB crapiue 50 JeT,
MepeHECIIMX OIepallnio B CBSI3M CO CTEHO30M ITOSIC-
HUYHOTO OT/eJIa TT03BOHOYHMKA. OTCYTCTBUE IPU3HA-
koB AKMII y 3Tux GOJbHBIX, BO3MOXHO, OOBSICHSI-
€TCS TeM, YTO OTJIOXKEHME aMUJIOUIa B CBSI3KaX SIBJISI-
€TCSI paHHUM IIPOSIBIIEHNEM CUCTEMHOIO aMUJIOMA03a
U MpeILIeCTBYeT MopaxkeHuwo cepaua [35].
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CHoOHTaHHBII pa3pblB CYXOXWIWS Oulerca Ha-
omonaercs npu ATTR-amunounnose u cBsi3aH C OT-
JIOXKEHWEM B CYXOXXUJIUM OUIIerca, aHaJIOTUIHO CUH-
JIpOMY 3aIsICTHOro KaHaia [36].

CyIlIecTBYIOT HEKOTOPbIe MaTOTHOMOHUYHEBIE
BHecepAeuHbIe IposBieHus AlL-amuiongo3a, Takue
KaK MaKpOIJIOCCHS, TepuopOuTaibHas mypIypa m3-
3a XpYIKOCTU KaIIWJUISIPOB U IPUOOPETEHHOTO Aepu-
nuta pakropa X, IceBIOrunepTpodust 1eIbTOBUIHON
MBILILBI B 00iactu jonatku [37].

M3 skcTpakapavaabHbIX IPOSIBICHUI, HAaOII0aa10-
muxcs Kak npu AL-, tak u npu ATTR-amunounnose,
pacIpocTpaHeHbl IPU3HAKY MOPAKEHUS KETyT0THO-
KHUIIIEYHOTO TpaKTa, MOJUHEHPOIaThs U OPTOCTaTU-
yeckas rurnoteH3us [38].

XKenynoyHo-KUIIEYHbIe CUMIITOMBI MOTYT
OBITH OOYCJIOBJIE€HbBl aBTOHOMHON IUCPYHKLIMEH
WM MHOWIBTpalMeil CTEHOK KMIIIeYHMKA aMWIOU-
JIOM. ABTOHOMHAs1 AUC(HYHKLMSI IIPUBOIUT K Hapy-
IIEHUI0O MOTOPUKM KEIyIOYHO-KHMIIIEUHOTO TpaKTa,
BBI3BIBAIOIIIEMY paHHee HaCHIIIEHUEe, B3OYTUE, ITepU-
OIMYECKYI0 TOLIHOTY M pBOTY, Auapero [10]. Hpyru-
MM TIPOSIBJICHUSIMUA aBTOHOMHON NMCHYHKIUM SBJIS-
I0TCSI HApyIIeHUST (PYHKIIMM MOYEBOTO ITy3bIPSI, dPEK-
TWIbHAsA AUCHYHKUMS. AMWIOUMAHAS UHQUIbTPALIUS
CTeHOK KHUIIIEYHMKA IIPUBOIUT K MaiabCcopOLMu, JU-
apee, morepe Beca [10].

CUMOTOMBI CO CTOPOHBI KEIYTOYHO-KHUIIIETHO-
ro TpakTa ormedamrcs y 60 % nauueHTOB ¢ AL-
aMUJIOMAI030M, HO IIOATBEPXKAEHHOE OMOIICUeil TTopa-
JKEHHE KeTyTOUHO-KHUIIIEYHOTO TPAKTa C OTJIOKEHUEM
aMWIOKa OTMeYaeTcsd ropasao pexe —y 3—15 % ma-
uveHToB. [Ipu aHamu3e pe3yabTaTOB MCCIIEIOBAHUS
TPAaHCTUPETUHOBOIO aMmwiIongo3a y 63 % manueH-
ToB ¢ ATTR-aMuioua030M HaOI01aIMCh CUMITTOMBbI
CO CTOPOHBI XKeJTYIOYHO-KUIIIEYHOTo TpakTa. [1pu mo-
CMEPTHOM OOCJIeIOBAaHUM TTAlIMEHTOB OTJIOXKEHUS aMU-
Jlouaa B XKeJIyTOYHO-KUIIIEYHOM TPaKTe MMEJU OKO-
710 40 %. CUMITOMBI CO CTOPOHBI XKEIYIOYHO-KH-
LIIEYHOro TpakTa ObLIM OoJiee BbIpAXXKEHHBIMU Y IIa-
LIMEHTOB ¢ HeliponaTudyeckuMu BapuaHTamu ATTR-
amuiongo3sa [25].

ITpaBoxenynoukoBast HepoctatouHocTh, CHc®B
(0COOEHHO Y MY>KYMH), HEIIEPEHOCUMOCTh MUHTMOUTO-
POB aHrMOTeH3MHITpeBpalatoiiero ¢pepmeHTa (AI1D),
0JIOKATOPOB PELENITOPOB AHTMOTEH3UHA, HeTIPYIIM3H-
Ha, 0eTa-010KaTOPOB JOJIKHbBI YBEJIUUMBATH ITOA03PE-
Hue Ha ATTR-KMIT [39].

ONATHOCTUKA

Huarnoctuka AKMII HaunHaeTcst co coopa aHaM-
He3a, o0cienoBaHus, 3aekTpokapauorpaguu (DKI)
U TpaHCTOpakajbHOU 3xokapauorpapuu (DxoKI')
[25]. HecooTBeTcTBUE MeXIy HU3KMM BOJILTAXKOM
QRS u yrosiueHreM CTEHOK JieBoro xkeymouka (JIZK)
no gaHHbIM OXxoKI' sBiseTcs] BaXXHBIM IIPU3HAKOM
[23, 24]. DTO OOBSACHSIETCS OTJIOXKEHUEM aMUJIOWIa
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B MHTEPCTULIMU TIPU OTCYTCTBUU TUIIEPTPODUHU Kap-
MMOMUOLUTOB. OMHAKO OTCYTCTBME HU3KOTO BOJIbTaXKa
QRS na OKI no o01enpuHITHIM KPUTEPUSIM HE UC-
kmovaeT auarHoza AKMIIT [5].

ITokazaHo, YTO OTHOIIIEHUE MHAEKCA MAaCChl MUO-
kapna JI2K, onpenensseMoro no MarHuTHO-Pe30HaHC-
Hoil ToMmorpaduu (MPT), K BOJAbTaXKHBIM HHIEK-
caM (CokoiioBa, KopHeabcKuii, BOJIbTaxKHbIE KPUTE-
pUM OT KOHEYHOCTEI1) MMeeT IMIPOTHOCTUYECKOE 3HA-
yeHue [40].

BosmoxHbl apyrue usmeHenus: OKI': snaesa-
uust ST — y 22 %; orcyrcTBUe HapacTaHust 3youa R
B IIpEeKapIUalbHBIX OTBEIeHMAX — y 64 %; a Tak-
ke @I 1 mpu3HaKu HapyIIeHW TPOBOIUMOCTH, Ta-
KMe KaK yBeJIMYeHue JIUTeJIbHOCTU 3youa P, nHtep-
Baja PR unmu xommiaekca QRS [5, 25].

ITatonoruueckue 3younl Q y 60IbHBIX aMUJIOUIO-
30M HEPEJKO SIBJISIIOTCS MCeBAOMH(MAPKTHHIMU U 00-
YCIIOBJIEHBI HAJTMIMEM BJIEKTPUUECKU HEBO30YIMMOI
TKaHU B MMOKAapJe BCIEACTBHE OTIOXEHUM aMWION-
nla, TIPY 9TOM HapyIIeHUs JIOKAIbHONW COKPAaTUMOCTH
npu nposeneHun IxoKI' orcyrcrByior [21].

Dxokapauorpadus

KomrutekcHas oueHka nmapamerpoB OxoKI' ¢ mpu-
MEHEHMEM TKaHeBOM Jonruieporpad®uu U CHeKJI-
TpekuHT OxoKI' yBe1nunBarOT BO3MOXHOCTU AUATHO-
ctuku AKMII [41, 42]. Dxokapauorpaguieckue aua-
THOCTMYECKHUE MTPU3HAKK aMUJIOM103a Cepilia BKItova-
I0T: yBeJIMueHue ToJMHBI cTeHKU JIZK Oosee 12 MM
[pU OTCYTCTBUU IPYrUX MpuuuH runeprpodpuu JIK;
HOPMAaJIbHBII M1 Majblid pazMmep nosoctu JIZK; yBe-
JIMYeHUEe U JUCHYHKUIMIO 000UX IPEACEPAii; TPOMOBI
B JIEBOM MpeACEepAnH; YTOJIIEHHBIE KJIalaHbl; YTOILIE-
HUE CTEHKM MPaBOro XeJylIoyKa U MEXIIPeACepaHON
MEePErOPOJKM; TIEPUKAPAUATbHBIN BBITIOT; PECTPUKTUB-
HBII TPAaHCMUTPAIbHbBII AOIILJICPOBCKUI IMATTEPH Ha-
MOJIHEHUST; CHUKEHUE CUCTOJIMYECKON CKOPOCTU JBU-
KeHUs1 prOpPO3HOIo KOJiblia MUTPaJIbHOIO KiaraHa (s’)
MEeHee 5 CM/C; CHIDKeHHUE TUAaCTOIMUECKIUX CKOPOCTeit
JIBIKeHUST (pUOPO3HOIO KOJIblIa MUTPAJIBLHOTO KJlara-
Ha (¢’ 1 a’) MeHee 5 cM/c. MOXeT BBISIBIISITLCS Tpa-
HYJISIDHOE CBEUYEHUE MMOKap/a, HO 9TO HE CUUTAETCS
BBICOKOCHELIM(PUUYHBIM IIPU3HAKOM U MOXKET HaOJII0-
JATbCA IIPU APYTUX COCTOSTHUSX, TaKUX KaK TepMU-
HaJlbHas CTaaMsl IOYEYHOW HEIOCTaTOYHOCTH.

Cnexii-tpekuHr OxoKI' ymydliiaer HeMHBa3UB-
HO€ pacrno3HaBaHUE aMUJIOUI03a cepjlia MyTEM KO-
JIMYECTBEHHOI OLIEHKM IIPOJIOJIbHON AehopMallui.
KaptrHa yMeHbIlIEHHOTO MPOI0JbHOIO YKOPOUEHUS
npu coxpanéuHoit @B JIXK xapakrepHa 1Ist aMUJIOU-
no3a cepaua. IlpononbHas nedopmMaliviss 0OBIYHO Ha-
pyllieHa Jaxe Ha paHHMX CTaausX 3a00JeBaHus, KOT-
Jla paaruaJibHOE YTOJIIIEHUE U YKOPOUYEHUE 110 OKPYXK-
HOCTU BCE ell¢ coxpaHsaioTcs. TUNUYHON KapTUHON
npu amwiouao3se cepaua, kak AL, tak u ATTR, gB-
JISIETCSI CHUXKEHUE TIPOO0AbHOM AehopMaliiu 0a3aab-
HBbIX M CPEIHUX CEIrMEHTOB MPU COXPAHEHHOW MpPO-
JIOJIbHOM JehopMaLiMy BEpXYILLIEeYHbIX CEIMEHTOB [41].

ITokazaHo, 4TO poOJib pa3JIMUHBIX IMOKa3aTejeit
MEHSETCS B 3aBUCUMOCTU OT BBIPAXKEHHOCTU aMMJIO-
WIHON MH(UIbTPALIMU, KOTOpask OLIEHUBAIACh C MO~
moliplo MPT 1o nokaszareyito BHEKJIETOUHOTO O0b-
éma (BKO).

TonmuHa MEXXKEJYyIOUKOBOW IMeperopoaku
(M2KII) u 3apneit crenku JIK (3CJLK) > 12 MM, OTHO-
cuTesibHas ToslMHa cteHoK JIZK, onpenensiemast Kak
otHoweHue cyMmbl TojuHbl M2KIT u 3CJIXK K xo-
HeYHOMY auacTojmdeckomy pasmepy JIZK > 0,42, muo-
KapauvajibHasi (ppakiivsi COKpallleHus1, moKa3aTesb 1ua-
cronmyaeckoit pynkiuu E/e’ > 8 u npomonbHast nedop-
Manus (LS < —20 %) u3MeHSII0TCS yKe IIPU HU3KOM
coznepxanuu amwiouna B cepaue (BKO = 40—50 %).

CHMXXEHME 9KCKYPCUM KOJIblla TPUKYCHUAATBbHO-
ro xkinanana (TAPSE) < 16 mm 1 ®BJIXK < 55 % na-
OJ1I0IAI0TCSI TIPU BBICOKOI CTEeIeHW MHMUIbTPpALUU
(BKO > 70 %).

IIpu BKO ot 51 % no 70 % wu3MeHSIOTCSI Ta-
KWe ToKaszaTeslu, Kak TJIoLIaAb JIEBOrO Mpeacepaust
> 20 cM2, cucToNMUecKas 3KCKYpPCHs KOJIbLIA MUTPAIb-
Horo kianaHa (MAPSE) < 11 MM, OTHOLLIEHHE CKOPO-
ctu ObIcTporo HanosHeHus JIZK K ckopocTy HaroJiHe-
HUS BO BpeMs CUCTOJIBI Tipeacepauii E/A > 2, otpa-
JKaroulee peCTPUKTUBHBIN TUIT HaroHeHus. [TokazaHa
3HAUMMOCTb PACUETHBIX MOKa3aTeei, BKIIoYatolnX
rnapamMeTpbl MpoaoJbHON AedhopMalliu: OTHOLIEHUE
MPOJOJLHOU JedopMallii auKaJlbHOTO CeNTalbHO-
ro CerMeHTa K IIpOoJ0JbHON nedopManny 0a3ajabHO-
ro cenrajabHoro cermeHTa (SAB) > 2,1; oTHocUTEIb-
Has anuKajabHas IpoaojbHas aegopmaius (RALS),
onpenesieMas KaK OTHOLUEHUE CPEeIHEN allMKaJlbHOMN
IIPOAOJIbHON AeopMaliy K CyMMe CpeIHUX 0a3alib-
HOIl U cpenHeil nepopmamuu > 1; orHoumeHue OB
K nponoJibHoil nepopmauuu (EFSR) > 4,1 [42].

IIpn KOMILIEKCHOI OLIEHKE 3XOKapauorpapuye-
CKMX MTapaMETPOB BO3MOXKHO BBISIBUTh OTJMUYUS MEX-
Ny U3MEHEHUSIMU TIPU aMUJIOMA03€ CEP/ILia U IPYTUMU
npuurHaMu runeprpodun JIK, TakuMu Kak rurep-
TOHUYECKoe cepaue u 6one3Hb Madpu. [pu amumio-
uno3e HabJoaalTCsa 0oJiee BhIpaXKEHHbIE TUIIEPTPO-
¢us1, CHIZKeHNE TIPOAO0JIbHON nedopMaliy U AUaCTO-
nmmyeckas auchyHakuusa JIZK [43].

MarHuTHO-pe30HAHCHAsA ToMorpadus

MPT sBnsieTcsl BaXKHBIM UHCTPYMEHTOM JIJIsI 11a-
rHoctuk AKMIT u p1s1 e€ nuddepeHmanuy ot apy-
rux KMII. OgHako 310 00Jiee JOPOroCTOsIIIEe U Me-
Hee LIMPOKO JOCTYIIHOE MUcciaeaoBaHue, yem DxoKI .
Ha panHeli ctraguy OT/I0XKEHNUE aMIIONIHBIX 0€JIKOB
npuBoauT K yBeandeHuio BKO. XapakTepHbIM SIBJIsI-
ercs nuddy3Hoe cy0aHI0KapAUAIbHOE WIN TPAHCMY-
paJbHOE OTCPOYECHHOE KOHTPACTUPOBAHME TTOCTIE BBE-
neHus ragoauHus [41].

MPT MoXeT ObITh MOJIE3HA JIS1 UCKJITIOUEHUS aMU -
JIoWa03a MPU TOJO03PEHUU Ha HEro; OJHAKO BaXKHO
OTMETUTD, YTO HCCJEAOBaHME HE SIBISIETCS HEO0OX0-
IHUMBIM BO BCeX CIyJasx. TakxKe ero MCIIOJb30BaHUE
B KayeCTBE CAMOCTOSITEJIbHOTO METOoAa HEeZOCTaTOd-
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HO I moctaHoBKM auarHo3a AKMII u He mo3Bo-
JsieT ripoBectu paszauyue Mexny AL-KMIT u ATTR-
KMIT [44—46].

Cuunturpadus

CuuHTurpadus ¢ HUCOOJb30BaHMEM Iperapa-
TOB, MEUEHHBIX TexHelureM-99m, B HacTosllee Bpe-
MsI CUMTAETCS KpaeyroJbHBIM KaMHEM IMarHOCTH-
ku ATTR-KMII. HMcnonb3yeMbIMM MHAMKATOpPA-
Mu sBsoTca: 99mTe-mupodocdar (PYP), 99mTc-
3,3-pudocdono-1,2, npornaHoauKapOOHOBAsST KMCJIO-
ta (DPD) 1 99mTc-ruapokcumeruieH-audocdoHar
(HMDP) [20]. OHM mpoaeMOHCTPUPOBAIU BbICO-
KO€ CPOJICTBO K OTJIOKEHMSIM aMWIOWIA B MUOKap-
ne. ATTR-KMII obnagaeT moBbIILIEHHBIM CPOJICTBOM
no cpaBHeHuio ¢ AL-KMII. B Poccuu nocrtynen
99mTc-nmupodocdar (PYP).

st olleHKM HaKOIUIeHUs paguodapMIipenapara
UCIob3yeTcs 4-06abHas mkana Perugini (0 — oT-
CYTCTBUE IOIJIOLLEHUS CEPALIEM U HOPMAJIbHOE MOLJI0-
IIeHNe KOCTSIAMU; 1 — yMepeHHOe IMOIIOIIEHNE Cep-
1IeM MEHBbIIIEe, YeM TMOIIOIIEeHNEe KOCTSIMU; 2 — yMe-
PEHHOE TMOTJIOLIEHNE CEPALIEM U OTHOCUTEILHO paB-
HOE TIOIJIOIIEHNE KOCTSIMU; 3 — BBICOKOE ITOTJIOIIEeHIE
CepAlLEeM M TOJIbKO YMEPEHHOE WU OTCYTCTBYIOLIEE
rnorjolleHue kocrsamu) [47].

B paznuunbix Koroprax maumueHToB ¢ CH u pe-
synbratamu OxoKI u/unmu MPT cepania, ykasbiBato-
LUIMMU Ha aMUWJIOUI03 Cepaua, CUMHTUIPa(Ua cepaua
C IIOIJIOLIEHMEM paauou3oTora 2-ii uiau 3-il crere-
HU 110 Perugini moxet noarBepauTh auario3 ATTR-
KMII TonbKO B couyeTaHUM C aHaJM3aMU KPOBU
U MOYM JUISI MCKIIOUEHUs] HAJIMYMSI MOHOKJIOHAIb-
Horo Oesnka [48].

Crenyer uMeTh B Buay, uyto okoyio 10 % manu-
eHTOB ¢ gocroBepHoii AL-KMII MoryT uMeTh BBICO-
kuit 6at Perugini (> 2) [49]. [ToaTOMY IpU BEICOKOM
TOTJIOIICHUM PaJMON30TONa HEOOXOAMMO UCKITIOUNTD
AL-KMII ¢ noMoliiblo UccienoBaHUsI MOHOKJIOHAJb-
Horo Oenka [50, 51].

B0O3MOXHO JTOXHOTIOJOXUTEIbHOE ITOIJIOIIE-
HHME paJIrMoMn30TOIIa TIPU APYIUX COCTOSHHAX, TAKMX
Kak 0ose3Hb JlaHoHa (00Jie3Hb HAKOIUIEHUS TJIMKO-
reda IIb tuna), runeprpopudeckas KMII unu cep-
JIedHasi TOKCMYHOCTh I'MApOKCcUuxjiopoxuHa [52, 53].

HccienoBanne MOHOKJIOHAJILHOTO 0eJKa

AL-aMuWI0oM103 MOXET OBIThb MCKIIIOUEH MIYTEM
MPOBEACHUS CKPMHUHIA HAa MOHOKJIOHAJIBHBIN Oe-
JIOK, BKJIIOYAIOIIETO 3 J1abOpaTOPHBIX TeCTa: OIIpe-
JieJeHrue CBOOOMHBIX JIETKMX 1IeNeil B CHIBOPOTKE
kpoBu (CJIL), anekrpodope3 CbIBOPOTOUHOTO OeI-
Ka ¢ MMMYyHo(puUKcauueil u sjaeKTpodope3 Oenka
Mouu ¢ uMmyHodukcanuein [48]. IIpu cKpuHUHTE
Ha AL-aMuioumo3 He clieyeT MCI0JAb30BaTh IJEK-
Tpodope3 0e1Ka CBIBOPOTKM U MOYM JIJISI UCKITIOUE-
HUSI MOHOKJIOHAQJILHOTO OelKa, YYUTHIBAsI €ro HU3-
KYIO YYBCTBUTEIBLHOCTDb MO CPABHEHMIO C UMMYHO-
dukcanueit [48].
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MOHOKJIOHATLHOCTD OLIEHMBAETCS TIPY HATUIUU
aHoManbHOro cootHouuenus CJIL kamma n naMOna
U UMMYHOG(UKcaluu O0ejlKa ChIBOPOTKU U Mouu [54].

HopmanbHoe cootHomenue CJIL xarma/msiM0-
ma — 0,26—1,65. ¥ mauueHTOB ¢ 3a001€BaHUSIMU I10-
YeK JacTo HaOJIIoJaeTCsl HE3HAUNTEIbHOE TTOBBIIIICHUE
COOTHOIIIEHMS Karma/Isamonaa: mo 2,0 — y mauueHToB
CO CKOpPOCThIO KiyboukoBoii ¢uibTpanuu (CK®D)
< 45 mn/mun/1,73 M2, 1o 3,1 — npu auamuse [26].

T.E. Long u coaBT. omnpenenuiu HOBbLIE pede-
peHcHbIe 3HaueHus cootHoteHus CJIL kamnma/nsamo-
Ja U TAlMEeHTOB ¢ HapyllIeHWeM IOYeYHOU (yHK-
uun: npu CK® 45—59 mu/mun/1,73 M2 — 0,46—
2,62; mpu CK® 30—44 mu/mun/1,73 M2 — 0,48—3,38;
npu CK® < 30 mn/mun/1,73 m2 — 0,54—3,30 [55].

Eciu ¢ noMoiuipio UMMyHO(GUKCALIMA MOHOKJIO-
HaJIbHBIM O€JI0K He MAEHTU(DULUPYETCS, a COOTHO-
IIeHWe Karlma/asaMbaa HaXoauTCsl B IIpeaesiax HOp-
MBI, ToO AL-aMuaonno3 MoxKeT ObITh UCKITFOUEH C OT-
pULaTeIbBHBIM MPOTHOCTUYECKUM 3HAYEHHUEM OKOJIO
99 % [25, 56].

Ecnu npu mMmyHopUKcauuy MPUCYTCTBYET MO-
HOKJIOHAJIbHBIN O€JIOK 1/WIn 00HApyKeHO aHOMAaJlb-
HOE€ COOTHOIIICHME KaIlma/JissMaa, Heooxoauma Ouor-
cHsl TOpaxkEéHHOro opraHa [26, 27].

buoncus

Jo mosiBeHUs CLUHTUIpadUU cepala AUarHo3
aMWJIOMI03a CEPALIa MOT ObITh YCTAHOBJIEH TOJIBKO MYy~
TEM TMCTOJIOTUYECKOTO MOATBEPXKIACHUS OTJIOXKEHUIA
aMmuioujaa ¢ MOMOUIbIO OMOICUU TKaHU. JlomosHu-
TEJbHBIM TTPEUMYILIECTBOM MOJyYEHUSI TKAHU SIBJISIETCS
TO, UTO OHA MO3BOJISIET TPOBOJAUTH UMMYHOTHUCTOJIOTU-
yeckoe onpene/ieHue Win MPOTEOMHBIN aHAIU3 aMU-
JIOUJIOTEHHOTO OeJiKa-TMpealIecCTBeHHMKAa Ha aMUHO-
KHCJIOTHOM YPOBHE C MIOMOILIbIO MacC-CITEKTPOMETPUU.
B Hacrosiee Bpems pe3yabTaT CLIMHTUTpaduu cepaia
C IIOIJIOLIEHMEM pagrou30ToIa 2-1 WK 3-il cTeneHu
rno Perugini mpu oTCYyTCTBUM MOHOKJIOHAJIBLHOTO O€JI-
Ka 11o3BoJisgeT yctaHoBuTh auario3 ATTR-KMII 6e3
MOATBEPKACHMS SHIOKApAUaIbHOI Ouomncueit [25].

IIpu cuUCTEeMHBIX MOPOSIBICHUSIX MHPOPMATUB-
Ha OuoIlcus IIPSIMOM WIM ABEHAALlAaTUIIEPCTHOM
KMIIKM (C 3axBaToM ItoAciau3uctoro ciosi). ATTR-
aMWJION, OTJIMYaeTcCsl C1aboii KOHroguinei, mos3To-
MY OJWH OTPMULATEJIbHBIM pe3yabTaT HE MO3BOJISIET
HUCKJIIOYUTb IUArHO3, U1 MOXET BOZHUKHYTb HEOOXO-
JIMMOCTb TOBTOPHOI OMONCHUM U3 Pa3IUUHBIX Opra-
HoB. Haubosnee apdexTuBHa OMOIICHS MOPAXKEHHO-
ro opraHa. ¥ MallMeHTOB C CHUHAPOMOM 3alsiICTHO-
ro KaHaja MCCJIeIOBaHWI0O Ha aMWIOWJA HEeOoO0XOoAu-
MO MOJABEPraTh TKaHb, YIAJEHHYIO MTPU ONEPaTUBHOMN
JIEKOMIIpecCUM 3aIsiIcTHOro KasHajaa [57]. buomncus
XKMPOBOI TKAHU MepeaHell OPIOIIHOM CTeHKM 00Jjia-
JAeT YyBCTBUTEJILHOCTEIO 84 % mpu AL-amuionnose,
45 % — npu ATTRv-amunounnose u tonpko 15 % —
npu ATTRwt-ammnongo3se [5].

DHIOMUOKapaualbHasi OMOICHS 10/KHA ObITh BbI-
MOJIHEHa (ecqiu OMOICUS IPYTUX TKAHEW He MOA-



Bankansckuin meguumHcknn »xxypHan, 2023, Tom 2, Ne4

Baikal Medical Journal, 2023, Vol. 2, No4

TBEepKIaeT HAJIMYKME aMUJIOWAA) B CIEAYIOIIMX CIIy-
yasgx: 1) mMeeTcsl BHICOKOE KJIMHWYECKOE MOA03pe-
HUE HAa aMUJIOUAO3 CepAla y MalueHTa ¢ MOHOKJIO-
HaJIbHBIM OeJIKOM, OOHApYKE€HHbBIM C IIOMOILBIO 2JIEK-
Tpodopesa ¢ UMMYHODUKCAIIUeH 1/ aHOMaJIbHOE
cootHowenue CJIL xamnma/nsimM06aa, mpeBbIlIaolIee
BEPXHMIA IUAMa30H HOPMbI; 2) MUMEETCs BEICOKOE KJIM-
HUYECKOe TOI03pEeHNE Ha CEPASUHBIN aMUJIONI03, He-
CMOTpSI Ha OTPUIIATEIBHYIO WJIN ABYCMBICJCHHYIO BU-
syanusanuio Tc-PYP; 3) cuumHturpadus cepaua He-
nJoctynHa [25].

OTJI0KeHUST aMWION A TTIOATBEPKAAIOTCS C TIOMO-
1IbI0 OKpacKu KpacurtejeMm KoHro KpacHbIid WU TU-
odaaBuHoM T. IIpu cBeTOBOM MUKPOCKOIIMM aMU-
JIOUIHBIE OTJOXEHMSI OKpAIIMBAIOTCSI B KpacHBIM
WIN JIOCOCEBO-po30BbIit 1BeT. OKpacka Thodiaadu-
HoM T ma€rt cBeTyio-3eJI€HOe CBeYEeHUE aMUJIOUA.
[MonTBepKmamIIMM TECTOM SBJISIETCS TOSIBJICHUE Xa-
PaKTEPHOTO IBOMHOTO JIyYeIPETOMIICHUS B MOJISIPU-
30BaHHOM CBeTe, KOT/Ia OTJI0XKEHUST aMUJIOMIA BBITJIS-
9T 10104HO-3e1EHbIMU [2, 3, 58].

XOTs 30JI0TBIM CTaHAAPTOM IJISI ONpeAeIeHUs
TUIA aMWJIOUIA OCTA€TCS MacC-CIIEKTPOMETPHUSI,
IUUIST TATTAPOBAHUS aMIJIOWIA OOBIYHO MCIIOJIB3YIOTCS
WMMYHOTHUCTOXUMUS WJIXM UMMYHODJIEKTPOHHAS MU-
Kpockormus [59].

buomapkepbl nopaxkeHusi cepana

MosroBoii HaTpuilyperudeckuii nentug (BNP),
N-tepmuHanbHbiii pparmeHT proBNP (NT-proBNP)
u TponoHuH T (TnT) saBisstoTcsa HanbojIee YacTo UcC-
MOJIb3yeMBbIMU OMOMapKepaMy MOPaKeHUs cepli-
1ma. MIx HOpMalbHBI ypOBEHb MCKIIOYACT HATUIME
AKMIT [60].

V nanueHToB ¢ AL-aMUJIONI030M BBICOKHUI ypO-
BeHb BNP u NT-proBNP HaGatomaeTcs Ipu Iopa-
XKEHUU cepiua U BCIAEACTBUE MPSIMOM TOKCUYHO-
CTU JErKUX Leneil mmmyHornoOyianHa. ITocKoJbKy
nosbilieHne NT-proBNP mpenckasbiBaeT pa3BUTHE
CH npu AL-amuioungo3e, peKOMEHIYETCSI PYyTUH-
Hoe TectupoBaHue NT-proBNP Bo Bpems1 Habtome-
HHUS 32 MallMeHTaMy ¢ MOHOKJIOHAJIBHOW rammaria-
THE# 1 aHOMaJIbBHBIM COOTHOIIIEHUEM JIIMO/1a,/KarTa.

HeoObsicHUMBIE WJIM HEIPOIIOPLUOHAIBHO BbI-
COKME YPOBHM LMPKYJIUPYIOUIMX HaTpUAypeTHue-
CKHUX TETITUIOB TaKXKe MOTYT IMOATBEPXKIATh KIMHU-
YecKoe M MHCTPYMEHTAJIbHOE TIOJ03peHUe Ha Topa-
xkeHue cepaua npu ATTR-amunounose.

HatpuitypeTnyeckue menTHUIbl TaKXKe OTpakKaroT
TSDKECTh aMWJIOMIHOTO TOpaXKeHUs Cepalia, v maiu-
€HTBI ¢ TToBbILIeHHBIM ypoBHEM BNP u NT-proBNP
Ha MOMEHT MOCTAaHOBKHM IMAarHo3a MMEIOT 0oJjiee BhI-
COKUI pPUCK CMEPTHU.

[loBblllIeHNE YPOBHSI BBICOKOYYBCTBUTEIBHOTO
tponnoHnHa T B ma3sme kpoBu (hsTnT) nHabmtomaet-
Csl 'y MOJABJISIIONIEro 0OJIbIIMHCTBA NalMeHTOB ¢ AL-
aMWIOMIO30M, B TOM YMCJIE Y T€X, Y KOTO HET SIBHO-
ro TOpaXXeHus cepilla, U MpencTaBisgeT coboil Tpe-
BOXKHBIN CUTHAJI IJIsT 3TOro 3a0oneBaHus1. bosee Toro,

hs-TnT accouuupoBaH ¢ KJIMHWYECKMMHU IOKa3aTe-
Jsimu Tsikectu CH, BBIpaskeHHOCTBIO CUCTOJIMYECKOMN
nuchyHkuuu JIZK 1 cTeneHblo yBeJIUYeHUs TOJIIIM-
HbI CTeHKHM y nanueHToB ¢ AL-KMII.

V namuentoB ¢ ATTR-KMII TponoHUH MHOBBI-
1lIeH, HO B MeHblIel creneHu, yem npu AL-AKMII,
HECMOTpsI Ha OoJiee BBIPAKEHHOE YBEIMYECHUE TOJ-
IIMHbI CTEHKU.

BaxxHo mMeTh B BUy, YTO YPOBHU HaTpUitype-
Tyeckoro nentuaa u TnT goIKHBI MHTEPIIPETUPO-
BaTbCs € YYETOM (DYHKLUM IMOUYEK U/uin (GpuOpuii-
JISIUMU TIpecepaunii, KOTOpble OOBIYHO BCTPEYAIOT-
Cs1 Yy 9TUX TAlIMEHTOB W BIUSIIOT Ha LUPKYIUPYIOIIIE
YPOBHU 3THX OMomMapkepos [60].

Kpowme Toro, cepaeunbie 0oMapKephbl BKIIOUEHBI
B IIPOTHOCTMYECKME TTOKa3aTed aMWJIOWI03a U T0-
JIE3HBI 1T MOHUTOPHMHTA IPOrpecCUpoOBaHUs 3a00-
JieBaHuS ¥ 93(P(HEKTUBHOCTU Tepanuu [26].

ITpu noarBepxaeHuu ATTR-KMII Heobxomu-
MO MPOBOIUTH TF€HETHMYECKOE KOHCYJIbTUPOBAHME
ny1s1 BeIsiBaeHus: mytauuii TTR u onpenenenust ATTRv
tuna. CinenyeT umethb B Buay, 4To ATTRv-KMII mo-
JKeT OBITh IMAarHOCTUPOBAHA Y TOXWIBIX MAlIMEHTOB,
U CPpeIHUI BO3pACT IMMOCTAHOBKM IMAarHo3a y MarueH-
toB ¢ myTanueit VI22I-TTR cocrasnsieT 74 rona [22].
Takum oOpa3oMm, reHeTUYEeCKOe TECTUPOBaHUE HEO0-
XOJIMMO IIPOBOAUTD AaxKe Y IMOXWIbIX ITallueHTOB [23].

JIEMEHUNE

Jleuenne AKMII Bxitoyaet: 1) mpegoTBpalleHue
WIM 3aMeJIEHUE OTJOXEHUS aMWJIOUIA C TTIOMOILIbIO
cnenuUUYecKoil Tepanuu; 2) JedyeHue U npeaoTBpa-
LIIEHUE OCJIOXXHEHUMN.

Cneuuduyeckasl Tepamnusi 3aBUCUT OT TUIA aMU-
JIoun03a.

ITpu ATTR-KMII npumeHsieTcs TapaMuauc, Ko-
TOPBII CBSI3BIBAETCS C TETpaMEPHOII (hOpMOM TpaHC-
TUPETUHA, MPEIOTBPAILAET €r0 AUCCOLIMALIMI0 HA MO-
HOMEDpHI U 3aMelIsIeT amuiougorexes [5, 23].

B Poccuiickoit @enepauuu NpUMEHEHUE Ta-
damuarca 3aperucTpupoBaHO TOJbKO ISl JIEUSHUS
ATTR-amunonnosa ¢ nepugepudeckoil moJuHenpo-
natuei [57].

I1pu AL-amuonao3e OCHOBHOI CTpaTeruei siBisi-
€Tcs DJIMMHUHALIMS aMWIOUIOTEHHOTO KJIOHA Tjla3Ma-
TUYECKUX KJIETOK, YTO MPUBOAUT K CHUXKEHUIO CUH-
Te3a JIErKUX LieTlieil UMMYHOIVIOOYJIMHOB U (DOPMUPO-
BaHUSI aMUJIOMIHBIX (DUOPUILIL.

IIpumeHsI0TCSI KOMOMHUPOBAHHbBIE CXEMbI, BKJIIO-
yapliue 0opre3omMud, MenadanaH U JeKCaMETa30H.
Eciu B nanpHelillleM MJIaHUPYETCS BbICOKOIO3Has
XUMMOTEpAnus ¢ MOAIEPKKON ayTOJOTUUHBIMU CTBO-
JIOBBIMU KJIETKAMU, MeJihallaH B COCTaBe TPEXKOMITO-
HEHTHOI CXeMbI 3aMEHSIIOT Ha HuKJIodochamun [57].

CumriroMaTuyeckas Teparnusi BKJIIOYaeT JeueHue
CH, napylieHuii purMa U MpOBOAUMOCTH, a0pTajlb-
HOTO CTEHO3a.
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JAWypeTUuKu SBISIIOTCS. KPaeyrojJbHbIM KaMHEM
JIeYeHUs IUIsS1 KOHTPOJISI CUMIITOMOB 3actoiiHoii CH.
Jist ycuieHusl HaTpuifype3a MOXKET I0TpeOOBaThCs
MOHOTEpAIus Wiu KOMOMHUPOBAHHAS Tepamnus IeT-
JIEBBIMU W THUA3UIHBIMU JTUYPETUKAMW WJIM aHTaro-
HUCTAMU MUHEPAJTOKOPTUKOMIHBIX PELETOPOB [61].

Ilpy HazHauyeHWU AUYPETUKOB HYXHO UMETH
B BUIlY, YTO UHTEHCUBHBIN AMYPE3 MOXET MPUBECTH
K OpTOCTaTUYECKOM runoTeH3uu. 1o 3Toi npudynHe
OrpaHUYeHUE TOTPEOJEHUSI COJU SIBJISETCS MEpOi
MePBOI JIMHUU NPU Ieperpy3ke oobeMom. Llenecoo-
Opa3HO HOCUTh KOMIIPECCUOHHBIE YYJIKU, YTOOBI CBE-
CTU K MMHUMYMY apTepuajibHyI0 I'MIOTeH3uI0 [23].

B HeOob11101 cepun HaOJIIOASHUI ITOJy4eHbI 00-
HaAEXuBalollMe pe3yJbTaThl, Kacalollluecs: Mpume-
HEHUS UHTMOMTOPOB HATPUI-IIIOKO3HOTO KOTpaH-
crnoprepa 2-ro tuna y nauueHtoB ¢ ATTR-AKMII
¢ CH [62].

TpagpuunonHoe aeyeHue CH ¢ npuMeHeHueM UH-
ruburopoB AII®D u 610KaTOPOB PELIEHTOPOB AHTUO-
TeH3WHa MJIOXO0 MEePEeHOCUTCS; 3TU Mpernaparbl 10XK-
Hbl IPUMEHSIThCSI C OCTOPOKHOCTBIO M3-3a PUCKa pa3-
BUTUS CUMIITOMATUYECKOU TMIOTEH3UMU.

V nanuentoB ¢ AKMII pa3BuBaetcst pedieKTop-
HapHas aKTUBallMs CUMMATO-aIpeHaJI0OBOM CUCTEMBI,
KOMIIEHCHUpYIOLIasi HU3KUM ynapHblii 00bEM, HO OeTa-
aJpeHOOJOKATOPbl HAPYIIAIOT ATOT MEXaHU3M U MO-
TYT CHUKATh CepIeYHblil BHIOPOC, KOTOPbIM B 3HAYU-
TEJAbHOM CTEIEHU 3aBUCUT OT XPOHOTPOITHOM peak-
LHMKU. AHAJIOTUYHBIM 00pa3oM cjieayeT u3deraTb He-
JUTUAPONUPUIUHOBBIX 0JIOKATOPOB KaJIbLMEBbIX Ka-
HaJIOB M3-3a YTHETEHUSI peaklUu CepAeYHOro puTMa
1 yCyryOJIeHUsI apTepUaIbHOM TUIIOTEH3UN [63].

KoHTposib 4acTOTBHl CepAeUYHBbIX COKpalleHWM
npu DIT MoxkeT OBITh CIOXHOM 3aJaueil M3-3a II0-
XOI IePeHOCUMOCTH OeTa-aapeHO0JI0KATOPOB U He-
JUTUAPONMPUIUHOBBIX 0JJOKATOPOB KaJIbLIMEBbIX Ka-
HasoB. COBpeMEeHHbI€ JTaHHbIE CBUIETEJIbCTBYIOT
0 TOM, UYTO aMUOJAPOH SBJISIETCS HAWIYUYLIHUM Iepe-
HOCUMBIM CpeacTBOM y mnanueHToB ¢ AKMIT [64].

KareTtepHas absuus urpaeT orpaHUYEHHYIO POJIb
B seueHnu DI B 3TOi MOMyIAIIMKA U3-3a BEICOKOTO
pucka peuuauBa [23].

IManuentsl ¢ AKMII moaBep:KeHbl BHICOKOMY pY-
CKy 00pa3oBaHUsI IIpeICcepaHbIX TPOMOOB 1 TPOMOO-
9MO0IMYECKUX OCIOXKHEHUI HE3aBUCHUMO OT IOKYMEH-
TabHO MoaTBepxkAEHHOU PI1. Pabouag rpynmna EB-
pomeiicKkoro o01IecTBa KapAnuoJI0roB 1o 3a00/1eBaHM -
M MMOKap/a U nepukapaa peKOMeHIyeT Ha3HauUeH1e
AHTUKOATyJTHTOB HE3aBUCHMMO OT TPAAULIMOHHBIX MO~
KazaTejieil MPOTHO3MPOBAHUS TPOMOOIMOOINIECKUX
ocioxuennii (Harmpumep, CHA2DS2-VASCc) [26].

AHTUKOAry/JIsiHTHasl Tepanusi onpaBaaHa, HO He-
00XOIMMO OLIEHUTb PUCK KPOBOTEUEHUS, OCOOCHHO
y nanueHToB ¢ AL-KMII ¢ MakpoCKONMMYeCKUM aMu-
JIOUA030M IUILIEBAPUTEILHOIO TPaKTa U IIPUOOPETEH-
HBIM Jedunutom ¢axkropa X (13-3a agcopOouum ¢pax-
Topa X amuiaounHbiMu pubpwuiamu) [23]. Hekoro-
pble aBTOPbl PEKOMEHIYIOT aHTUKOATYJISTHTHYIO Tepa-
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nuwo y nauueHToB ¢ AKMII ¢ cuHYCOBBIM PUTMOM
C BBIpAXXCHHOUW AuIaTallME Mpeacepavuii U HU3KUM
puckoM kpoBoreuyeHus [65]. [Ipsimble mepopaibHbIe
AQHTUKOATYJISIHTBI U aHTaroHUCThl BUTaMuHa K oba-
JIaI0T COIIOCTaBUMOI 3(h(PEeKTUBHOCTHIO U YaCTOTOM
kposoteueHuit mpu AKMII [66].

PexomMenaaiumu 1o JIeYeHUIO XeJTyJ0UKOBbIX apUT-
MUl ¥ IpodUIaKTUKE BHE3AaIIHOI CMEPTH OCHOBAHbDI
TOJIbKO Ha OTYETAX O ClIydasix ¥ HaOIoAaTeIbHbIX UC-
ciaenoBaHMsx [23]. UMmutaHTauus: KapauoBepTepa-ae-
¢udpusgTopa (MKI) pexoMeHaoBaHA TOJLKO IS
BTOpMYHOI nTpodumnakTrku [26]. IToas3a OT MMITIaH-
tauuu MKJI nisg nepBuyHOM Npo¢UWIaKTUKUA Y Ia-
LIMEHTOB C aMWJIOMAO30M CepAlla HE YCTaHOBJICHA.
ITpumenenune MKJI cienyeT paccMOTpeTh y HallieH-
ToB ¢ AL- nnu ATTR-AKMII u remoguHaMuyecku
HEIIEPEHOCUMOM XEJIIYIOUKOBOM TaxuKapaueu mo-
cJie TIIATEJbHOTO OOCYXIEeHNSI KOHKYPUPYIOLIUX PU-
CKOB HEApUTMUUYECKOU CMEPTU U CMEPTU, HE CBSI3aH-
HOIi ¢ cepaueM [67].

HapyiieHus mpoBoAMMOCTY BKJIIOUAIOT IUCHYHK-
LIMI0O CUHYCOBOTO y3J1a, aTPUOBEHTPUKYJISIPHYIO 0JI0-
Kaay U BHYTPUKEJTYI0YKOBYI0 Ookamy. CoriaacHo pe-
KOMEeHAalKsIM AMEPUKAHCKOr0 KOJUIeIKa Kapauoio-
run/AMeprKaHCKOl acconmanuu cepaia/O01iecTBa
cepaeuHoro putma 2018 r., mocTosiHHas 3JeKTpoKap-
JTUOCTUMYJISILIMS TTOKa3aHa IMpU YBEJIUUYEHHOM MeEX-
KenynoukoBoMm uHtepBaie H-V [68].

IManuentsr ¢ AKMII u aopTrajibHBIM CTE€HO30M
uMeloT 00Jiee BRICOKMIA YPOBEHb CMEPTHOCTU. MeTo-
JIOM XUPYPIrMYE€CKON KOPPEKILUU ITOPOKA MOXKET ObITh
TpaHCKaTeTepHasi UMILIAHTALIMS A0OPTAJIbHOIO KJlana-
Ha, KOTOPYIO ClielyeT MPUMEHSTh Y TIIATEJbHO OTO-
OpaHHBIX MMalEHTOB [69].

Y OOJNBbHBIX C OPTOCTATUYECKOM TUIIOTEH3UEN
BCe IpenapaTbl, KOTOpbI€ MOTYT BJIMSITh HA CUMMATH-
YECKYI0 HEPBHYIO CUCTEMY, TaKUE KaK ajibtha-aapeHo-
0J10KaTOpPbl, JOJKHBI OBITh OTMEHEHbI. s yaydlie-
HUSI BEHO3HOT'O OTTOKa K CEpAIy CJeayeT MCIOIb30-
BaTh KOMIIPeCCMOHHBIE uyaKku. DapMaKoaIornuecKuit
MOJXO0/ 3aKJII0YAETCS B TPUMEHEHUU MUAOJPUHA, aro-
HHUCTa ajbda-1 agpeHopelenTOPOB, KOTOPHIMA MOBBI-
1IaeT cocynucThiii ToHyc. Kpome Toro, apokcuaorna,
AMWHOKMCJIOTa, META0OJIM3UPYIOLLIAsiCS B HOpaJApeHa-
JIMH, MOXET OBbITh UCMOJIb30BaHA B KAYECTBE IOIOJI-
HeHus K Mmugoapuny [70].

Bo3MOXHO NMpUMEHEHUE CUHTETUYECKUX MU-
HEPAJTOKOPTUKOMJOB, TakUX KakK (DJIyIPOKOPTU30H,
JUIS YBEJIMUYEHUST 3a€pXKKU HATpUs U BOJAbI B TOY-
Kax [71].

3AKJTHOYEHUE

AKMII B GoJbIIMHCTBE cliydyaeB cBsi3aHa ¢ AL-
u ATTR-amumnongo3oMm. HacTopoxk€HHOCTb B OTHO-
IIEHUU BO3MOXXHOCTM aMMWJIOMJ03a ceplia y Maiu-
€HTOB C HEOODBSICHUMBIM YTOJILLIEHUEM CTEHOK, Cep-
JICYHOM HENOCTAaTOYHOCTHIO, PECTPUKTUBHOM IeMO-
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MUHAMUKOM, 3KCTpaKapAUaJIbHBIMU TIPOSIBICHUSIMU
aMWIONI03a MTO3BOJISIET CBOEBPEMEHHO TTPOBECTU 00-
cJienoBaHue Il TIOATBEPXKIeHUs auarHosa. [1pume-
HEHHUE COBPEMEHHBIX METOIOB MCCENOBAHUS, TAKUX
KaK yJbTpa3BYKOBOE HCCIIeIOBAaHME Cepalla C OlleH-
Kol MOpGhOJIOruM, AUACTOINYECKON (PYHKIIMU U IIPO-
nojbHOU pedopmanuu, MPT, cuuHTurpagus cepi-
11a, MccliefoBaHe MOHOKJIOHAJIBLHOroO Oejika, HeoO-
xonumo a1 noarsepxkaeHuss AKMII u onpeneneHus
TUTA aMUJIOMI03a, OT KOTOPOTO 3aBUCHUT CHelUpU-
yecKasl Teparusl, HarpaBlIeHHas Ha 3aMeIJieHUe OT-
JIOXKEHMST aMUJIOnIa B Cepalle.
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