YJIbTPA3BYKOBAS Y ®YHKLUIMOHAJIbHAST ANATHOCTUKA Ne 1, 2024

ISSN 1607-0771(Print); ISSN 2408-9494 (Online)
https://doi.org/10.24835/1607-0771-077

Kannmueckoe HabAlOAEHUE
AMMAOMAO3A CepPALIA:
3Ha4YeHue Ixokapanorpahmum
Ha NyTH K AMarHo3y

J1.0. 'nasyn'*, E.B. [loryxuna', E.C. KaHuH?,
B.M. Jlotugpman?, T.B. Ilawkrosckas?®

I KT'BOY J][I10 “Hucmumym nosvluleHUs K8AAUPUKAUUU CNeyUualucmos
30pasgooxparnenus” Munucmepcmaa 30pagooxparHerHus Xabapos8cKozo Kpas;
680009 Xabaposck, yn. Kpacnodapckas, 0. 9, Poccuiickas @edepauus

2 RTBY3 “Kpaesas kaunuyeckas 6oavrnuya” umenu npogeccopa C.HU. Cepzeesa
Munucmepcmaea 30pasooxpanenus Xabaposckozo kpas; 680009 Xabaposck,
ya. Kpacuodapckas, 0. 9, Poccuiickas @edepayus

IIpencraBieHO KIMHMUECKOEe HAOIIOAEHIME TAMKEJIOTO0 aMUJIOUZ03a CEePAIa, IOATBEPIKIEHHOTO IPU-
JKMBHEHHBIM T'HCTOJOTMUYECKUM WHCCIEeNOBAHUEM U MAHHBIMU ITaTOJOTOAHATOMUUYECKOTO BCKPBITHUA.
IIpuBegensb! faHHBIE KIMHUYECKOTO, MHCTPYMEHTAJIBHOTO U IIOJIHOTO 3X0KapauorpaduuecKoro oocieno-
BaHUA IMalnueHTa. B o0Cy:KIeHnn Ha IPUMeEPE JAaHHOT0 KIMHUYECKOTO HaOJIIONeHsS Paso0paHbl STAIILI
aJrOpuUTMa MYJIbTHUMOTAJBLHON AUATHOCTUKKM aMUJIOUA03a: OIpeAeeHNe KPUTEPUEB, IT03BOJISIOIIAX
3aIl0[03PUTH aMUJIOUI03 CePAIla; MOATBEPKASHEe aMUJION03a JAaHHBIMU OMOIICUM; OIIPeesieHe TUIIa
aMUJIONI03a KaK CPeICTBa 000CHOBAHUSA IMATOTEHETUYECKOM Tepanuil, Pa3JInUHOM AJIs OCHOBHBIX TUIIOB
amuaougo3a AL- u ATTR. OcHoBHOe BHUMaHUE yIeJeHO HECOOTBETCTBUIO MEXKIY CO00M PALA KIUHU-
YeCKUX IPOABJIEHUN 3a00I€BaHNA U JaHHBIX MWHCTPYMEHTAJIbHBIX MCCJIEIOBAHUII, BHI3BIBAIOIINUX II0-
IO3peHre HAa aMUuJI0UI03 cepaiia. IlpuBenensl Kputepun guddepeHnatbHol TNarioCTUKA C TUIIeP-
TpoUUIECKONH KapAUOMHUOIATHEH U KOHCTPUKTUBHLIM MEePUKAPAUTOM IO JAHHBIM dXOKapauorpaduu,
II03BOJIAOIIVE BBIIEJIUTH AMUJIONI03 CPEAY NPYTUX HO30JIOTUYECKUX (DOPM C CEPAEYHON HEZOCTATOUHO-
CTBHIO. IXOKapAMOTrpadua UTPAeT PEHIAIONTYIO POJIb Ha IEPBOM 3Talle AUATHOCTUYECKOTO IIOVCKA U ABJIA-
€TCsI OCHOBHBIM KJIIOUOM TPYJHOM JUATHOCTUKY aMUJIOU03a.

I'na3yn Jlrogmuna OnerosHa — JOKTOP MeJ. HAYK, Ipodeccop, 3aBenyromada kKadenpoil syueBoil 1 QyHKIIMOHATBHON
nuargoctuku KI'BOY 110 “UHCTUTYT MOBBIIIIEHUA KBAIN(PUKAIIUY CIIEIINAJINCTOB 3ApaBooxpanenus” MuHucTepcTBa
3apaBooxpaHeHns: XabapoBCKOro Kpasi, Xabapoeck. https://orcid.org/0000-0002-1618-9368

ITonyxuna Exena BaragumupoBHa — TOKTOP MeX. HayK, AOIEHT, Ipodeccop Kadeapsl ayueBoil 1 GyHKIIMOHAIBHOMN
nuargoctuku KI'BOY [I10 “UHCTUTYT IOBBIIIIEHUA KBAIU(PUKAIIUY CIIeINAJICTOB 3ApaBooxpanenus” MuHucTepcTBa
3apaBooxpaHeHnss XabapoBCKOro Kpasi, Xabapoeck. https://orcid.org/0000-0002-8760-4880

Kanun EBrennii CepreeBuu — 3aBeqyooIuii matogoroanaromudeckum oraenennem KI'BY3 “Kpaesass KianHUUYECKas
6onpHUINA” nmenu npodeccopa C.M. CepreeBa MuHucTEepcTBa 37paBooXpaHeHna XabapoBCKOro Kpasi, XabapoBCK.
https://orcid.org/0009-0005-2975-293X

Joiihman Buranuit MuxaitnoBuu — 3aBeyomiuii kapauoaorundeckum oraenenuem KI'BY3 “KpaeBas kiauHuueckas
ooapuuma” nmenu npodeccopa C.M. Cepreesa MunncrepcTsa 3zpaBooXpaHeHnsa Xa0apoBCKOro Kpasi, XabapoBCK.
https://orcid.org/0009-0006-4626-8477

ITamkosckaa Tareana BuranbeBHa — Bpau KapauoJioruueckoro oraenenus KI'BY3 “Kpaesas kinuandeckas 00JIbHI-
na” nmenu npogdeccopa C.U. Cepreesa MunucrepcTBa 3paBooxpaHeHnss XabapoBCKOro Kpas, XabapoBCK.
https://orcid.org/0009-0007-3531-3989

Konrakraaa uagopmamua®: Inasys Jlroqmuna Oserossa — e-mail: loglazun@mail.ru

22



KnuHnyeckoe HabmoneHne ammionno3a cepaua. ..

J1.0. Ma3yH 1 coaBT.

KaroueBrle ciioBa: sxXoKapauorpadma; aMuIONA03 CEPAIA; PECTPUKTHUBHAA KapANOMUOIATHAA; TUIIED-
TpohuUuecKas KapAMOMMOIIATHUA; AMACTOINYECKAA NUCPHYHKINA; XPOHNUECKAdA CEpAeUYHasdA HeJOCTATOY-
HOCTH C COXPaHEeHHOU (hpaKIueil BLIOPOca JIEBOTO eIy I0uKa

KOH(I)JIP[RT HNHTEepeCcoB. ABTOpI:I 3aABJIAIOT 00 OTCYTCTBUHN BO3MOMHBIX KOHQ)JII/IRTOB NHTEepPecoB.

dunancupoBaHue. cciegopanue IpoBeeHO 0€3 CIIOHCOPCKOM MOAAEPIKKH.

IIntuposanme: I'masyn JI.O., Ilonyxuua E.B., Kanurn E.C., Jloitpman B.M., ITamkosckas T.B.
Kaunanueckoe HaOJOeHNE aMHJIONUA03a CEpPAlla: 3HaUeHMWe dXOoKapaumorpa@uu Ha MyTH K AUATHO3Y.
Yavmpaseykoeas u pyHkyuoHaavHas duazHocmuka. 2024; 1: 22—-34.

https://doi.org/ 10.24835/1607-0771-077

BBEJEHHE

Awmusions03 — rpynmna 3abojeBaHUi, OTIU-
YUTEJIbHBIM IIPUBHAKOM KOTOPBIX SABJIAETCS
OTJIOKeHMEe B TKAaHAX W OpraHax cuernuduye-
CKOTO HEPACTBOPUMOTO (hUOPUILIAPHOro OeIKa
amMuaouaa. AMuions QopMuUpyeTca us OeaKa-
MIPEeINeCTBeHHUKA, TUI KOTOPOTO JIEJKUT B OC-
HOBe KJacCU(PUKAIIMM CHUCTEMHOTO aMUJIOU-
Io3a U ompenenseT (eHOTUN 3aboJieBaHUA.
B macrosinee Bpema nsBecTHO 42 pasiMUHBIX
Oesika-TIpeaIIeCTBeHHUKA aMUJOUAHBIX (Ghuod-
punn yenaoBerka. CoBpeMeHHas KJaccu(pumra-
ousa aMUJIOU03a MCIIOJb3YeT AJA OIIpejesie-
HUA TUIIa aMUJIOU03a Ha3BaHue 6eJTKOB-TIPe/-
IIECTBEHHNKOB aMUJOUAHBIX (pUOPUII B CO-
KpaleHHOl (opmMe, KOTOPOI IIPEIIIIeCTBYET
OykBa A gmas o0o3HaueHUS aMUJIOUIA —
AL (L — nerxue 1enu MMMYHOTJIOOYJIMHOB),
AH (H — Tsa:xesble enu UMMYHOTJIO0YJINHOB),
ATTR (TTR - Tpancrupetun), AA (cbIBOpO-
TouHbIl amuiioun A) u np. [1].

AmvusiongHasa nHQUIABTPAIUA cepAlia Haul-
0oJiee xapakTepHa AJA CUCTEeMHBIX (DOPM aMu-
gouposa AL- u ATTR-tunos, cocraBiss 0
95% mnopaskenuii [2]. PopMupoBaHme aMUJIO-
UIHBIX (GUOPMILI IIPU 9TUX (hopMax UMeeT pas-
JUYHOE IPOUCXOKIEeHUNEe, UTO CYIIECTBEHHO
ompesessieT He TOJBKO 0COOEHHOCTHU Toparke-
HUSA OPTraHOB, HO ¥ TAKTUKY JIEUeHUS HallleH-
ToB. ITpu amunoumose AL Habaogaercsa HAPY-
IeHue CTPYKTYPhl ¥ (QPYHKIMOHUPOBAHUSA
ILJIa3MOITUTOB KOCTHOTO Mo3ra. OHU MPOU3BO-
IAT aHOMAaJbHOE KOJUYECTBO OEIKOB — JIETKUX
merel UMMYHOTJIOOYJIMHOB. OTHU JIETKUE el
MUPKYJUPYIOT B KPOBU U paspyIIarTcsa, 00-
pasysd aMUJOUAHBIE OTJI0KEHUA B PASIUUHBIX
TKaHax opraHmsMma. Amuiaouno3 TTR BosHHT-
KaeT B pe3yJbTaTe HENPaBUJIbHO CBEPHYTOI
arperanuy TpPaHCTHUPETHHA, OeJKa IJIa3Mbl,
MIPENMYIIIeCTBEHHO MPOAYIINPYEeMOro B Iieue-
HU, KOTOPBIA OTBEUYAET 3a TPAHCIOPT TUPOK-
cuna u perunHosia. Amumiaoungos TTR umeer

2 (popMBI: TeHeTUYECKAasI, BapuaHTHaA opmMa
ATTRv, cBasaHHada ¢ MyTalusaAMHU T'€HOB
Tpauctuperua, u ATTRwt — mpuobperennasn
dopma amuI0MI03a, padBUBaIOIasgca Ha (hoHe
AHOMAJILHOTO HAKOILIEHUS TPAHCTUPETUHA
OIWKOTO THUIIa, He O00YCJIOBJIEHHOTO MYTAIIMI-
MU, y JUI IPEeUMYINeCTBEHHO CTap4YecKOr'o
BO3pacTa u mojaroxkureei [1, 3].

PacmpocrpaneHHOCTS aMUIONL03a B HACTOS-
Iee BpeMsA H3yUYeHa HeZOCTATOUHO. 3aboJie-
BaemMocTh AL-aMHJIONI030M COCTABJSET IIPU-
O6nusuTenbHo 12 ciayuyaeB HA MUJLJIHNOH YeJiO-
BeK B I'0Jl, 4 paCIIPOCTPAHEHHOCTh OI[eHNBAET-
ca or 30 000 mo 45 000 cayuaeB. 3aboJie-
BaeMoCTh BapumaHTHBIM amuiaoumgosom ATTR
onenuBaercs B 0,3 ciryuas B roJl HA MUJIJINOH
YeJOBEK C OIeHKOH paclIpoCTPaHeHHOCTH
5,2 cayuyas Ha MUJJINOH YeJOBEK, Pacipo-
crpaHenHocTh amuiaoumosa ATTR aguxoro
THUIa coctaBiasger oT 155 mo 191 cayuasa ma
MUJIINOH uesoBek [4]. ITociaeguuit Tun ammu-
Jonmo3a HabJomaeTcs y JHUIL crapiie 65 et
C BBIPA’KEHHBIM POCTOM PACIIPOCTPAHEHHOCTH
C BO3PACTOM IIAIlIeHTOB, ITOPaXKasd 110 JaHHBIM
ayromcuu no 25% mawur crapire 80 et [5, 6].

IIporumos amwmioummosa ocraeTcs HebJaro-
npuATHBEIM: 25% mnamnuenToB ¢ AL-amuioun-
I030M YMHUPAIOT B TeueHune 6 Mec IocJie IIocTa-
HOBKM guartosa, a 25% mnamnuenTtos ¢ ATTR-
aMUJIOUI030M yMHUPAKT B TeueHume 24 mec
TocJjie TOCTaHOBKM quarnosa [4].

ITopaxxkenue cepzama ABJSETCA OCHOBHBIM
daKTOPOM, OMNpPEIeAININM BbIXKMBA€MOCTD
MAIeHTOB C CHUCTEMHBIM aMHUJIOUILO30M.
CpenHsas BBIXKMBAeMOCTH IIAIIEHTOB IIOCJIE
YCTaHOBJIEHUS JUArH03a ¢ 3aIlyIIeHHBIM 3a00-
JIeBaHUEM CcepjIla COoCTaBJsgeT Bcero 4 mec
1 OKOJIO 2 JIeT cpeau IIaIleHTOB C MeHee Ts-
JKeJIBIM IIopaskeHuem cepaia [7, 8].

B mocyiegaue roabl ¢ pa3BUTUEM HOBBIX Me-
TONOB AUATHOCTUKU BBISABJISIEMOCTb aMUJIOU-
[I03a yJIydIliaeTcs 1 3a00JieBaHIIe TIPeCTaBIIA-
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eTcs He TAKUM DPEJKUM, KaK Kasajoch PaHee.
Tem He MeHee IIUPOKAas OCBELOMJIEHHOCTH
KJIUHUIUCTOB U CIIEIUAJIMCTOB MHCTPYMEH-
TaJIbHON OUATHOCTUKU O TUIUYHOM cCOdYeTa-
HUU TUATHOCTUYECKUX MPU3HAKOB aMUJIOUI0-
3a cepAlla M ero paclio3HaBaHUE UMEIOT JKU3-
HEHHO BajKHOe 3HaueHUe AaA 9h(PeKTUBHOMH
Tepanuu 3a00JIeBaHUA.

Kauuunueckoe HaOII0eHUE

ITamuent B., 56 geT, rocnuTaJau3upoBaH B Kap-
nuosornueckoe otaenenue KI'BY3 “Kpaesas
KJINHAYEeCKasd OOJbHHUIIA uMeHH Ipodeccopa
C.H. Cepreesa” 23.11.23 B mjIaHOBOM IIOPSAKeE
¢ yKam06aMu Ha OJBIINKY IPU MUHUMAJIbHOM aKTUB-
HOCTH, YCUJIUBAIOIIYIOCA B TOPU30HTAIBHOM II0JIO-
JKeHUM, OTEeKU HUMKHUX KOHEUHOCTEH, OIIYIIeHue
yualeHHoro cepanebrenvs. VI3 anaMHe3a M3BeCT-
HO, UTO MMAI[MEHT AJIUTEJbHO CTPAas TUIIePTOHUYe-
CKOI1 60JIe3HBIO C MAKCUMAJIbLHBIMY I{U(PAMU apTe-
puanbuoro gasiaenus (AIl) mo 160/100 mm pr.cT.
C 2019 r. ormevasiach KINHUYECKAd KapPTUHA CTe-
Hokapauu. HaGaromancsa y KapauoJora o MeCTY
JKUTEJIbCTBA, IPUHUMAJ PEKOMEHJOBAaHHYIO Tepa-
nuio. VI3 panee mepeHeceHHbBIX 3a00JIeBaHUM OTMe-
yaJI mojarpy. ¥ XyaleHne CaMOUyBCTBUS C allpeJis
2023 r. Hapacraunue BBHIIIIEONUCAHHBIX KaJI00 CBA-
3bIBAJI C MEPEHECEHHBIM OCTPBIM PECIIUPATOPHBIM
sabosieBanueMm. Ilo mamHBIM 3YXOKapauorpaduu
(9x0KT) ma morocnuTaJbHOM YPOBHE BbISIBJIEHA
BBIDAKEHHAA aCUMMETPUYHASA TUIePTPOQUA MUO-
Kappaa JyeBoro xeaymouxa (JIYK) 6es obGeTpykiimu
BBIBOJHOTO TPAKTA: MEKIKEYJOUKOBAA IIePEropo-
ka (MIKII) — 23 MM, 3aguasa creaka JIK (3CJIIK) —
16 mm. @paxiusa seidbpoca JIK (®PB JIIK) — 65%.
Cucroyinueckoe IaBjieHUE B JIETOYHOH apTepuu
42 v pr.cT. ['uaponepurkaps. YXyaiieHue COCTOA-
HUSA OKO0JIO 3 HeJl — HapacTaHue OJbIIIKN, OTE€UHOTO
cuugpomMa. B cBA3u ¢ Hea(PPHEeKTUBHOCTHIO aMOyIa-
TOPHOTO JIeUeHUA HAITPABJIEeH HA MOCIUTAJIN3AIAI0
B KapAUOJOTNYECKOe OTIeJIeHNe.

Hannvie ob6vexmuenozo ocmompa. WNHAEKC
maccel Teaa 27,8 kr/m2. ILnomanb MOBEPXHOCTHU
resa 2,03 m2. CocTossHIe cpefHEeN CTeHeHU TMKe-
cru. IlepudepuuecKkre OTEKU CTOI, TOJEHEH 10
YPOBHA HUKHEN TpeTu. YMCiIo AbIXaTeJbHbIX IBU-
sKeHwuii B mokoe 20 B MuHyTy. JlbIXaHre Be3UKYJIAD-
HOe, 0CcJIabJIeHO B HUIKHUX OTHEJaX, XPUIIOB HET.
ToHBI cepjlla IPUTIYIIEeHbI, purMuuHbie, YCC
85 B munyTy, Al 100/60 MM pr.cT. [leuens yBenu-
yeHa, MaJbIUpPyeTcA Ha 8 cM HUIKe Kpas pebepHOoi
nyru. CesleseHKa U MMOYKY He HAJILIIUPYIOTC.

IIposedennvie nabopamopHrble uccre0o6anus.
B o6m1em aHasnmse KpOBU HE3HAUUTEJIHHBIN JIEHTKO-
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Puc. 1. 9KT 6oasnoro B., 56 xer.
Fig. 1. ECG in patient V., 56 years old.

muro3 — 10,8 - 10° /71, 3a cuer tumdoruTos — 46% .
TloxkaszaTesum KpacHOM KpPOBM B Ipejaenax pede-
peHCHBIX 3HaueHUM. CTa0UJILHO BHICOKME ITOKAa3a-
TeJu asoreMuu — MoueBmHa — 16,09 mmoun/i,
KpeatuHuH — 189,1 MKMoJab/J (pedpepeHcHbIe 3HA-
yenusa 70,0-115,0 mxmousn/1). CKOpocTh KiIy6ou-
KoBoii puibTpanuu — 35 mu/MuH/1,73 M2, IToBbimeH
YPOBEHb MOUYEBOI KHCJOTBHI — 529,83 MKMOJb/JI.
HucrnporernHeMus O CHUKEHUEM 00IIero 6esKa —
55 r/n (pedepencubie sHauenus 66,0-83,0 r/x),
ans0ymuu — 38,1 r/n (pedepeHcHble 3HAUEHU
35,0-153,0 r/xn). B anaausax MOUM IPOTEUHYPHUI.
Cytounas nmoreps 6enka — 1,27 r/cyT.

Penmzenozpamma opzanoé zpyoHnol Kiemru:
MIPU3HAKU 3aCTOA II0 MAJIOMY KPYTry KpoBooGpariie-
HUsA, HEOOJIBIIIOI0 TUAPOTOPAKCA CIIpaBa.

Ha IKT: putm cunycoBsbliii. CHIKeHre BOJIbTa-
sKa QRS. IIpeobsaganme 3y611a S BO BCeX IPYAHBIX
orBefeHUAX. [uddysHble U3MeHeHUA IIPOIECCOB
penosnapusamnuu (puc. 1).

Cymounoe monumopupoéanue IKI': Ha done
CHUHYCOBOT'O PUTMA C YacTOTO# oT 68 10 83 B MUHYTY
MOKYMEHTHPOBAHO: 7 OZUHOUYHBLIX IIOJUMOPMPHBIX
JKeJIYJOUKOBBIX SKCTPACHCTOJ, 128 OZMHOUHBIX
HAJPKEJYIOUYKOBBIX 9KCTPACUCTOJ, 1 smu304 Hai-
JKeJIyIOUYKOBOU OureMuHum, 1 smMu30] YCKOPEHHO-
0 IPeICepaHOro PUTMa ¢ YacToToii 99 B MUHYTY
(11 xommiaexcos). Ilays He BblaBJeHO. Himemu-
yeckue usMeHeHus cermeHTa ST He BBIABJIEHBI.
BapuabesbHOCTh CHHYCOBOT'O PUTMA CHUKEHA.
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Puc. 2. 9x0oKT GospHOTO B. 2 — IByXMEPHBIH PEKUM, ITapacTePHAJIbHBIN LOCTYII, MO3UIUA IO JJINHHOH OCH
JIEBOTO JKeJynouKa. BeipaskeHHOe yTojenne cTeHoK JIJK ¢ ymenbiienuem moJsioctu. ¥ toninena crenka I19K;
0 — ueThIpexKaMepHas allMKaJbHAs IMO3UIUA. ¥ BeJIMUYEHbBI MOJIOCTU 000MX IIpeacepAuil. ¥ TOJNINEeHbl CTeHKHU
JKeJTyIO0UYKOB, CTBOPKY aTPUOBEHTPUKYIAPHBIX KJIAIaHOB, MEeXKIIPeIcepaHas IIeperopoaka. sKuIKocThb B I0JI0-
CTU TepUKapJa yKasaHa CTPEJIKOH; B — PeKUM UMIYJIbCHOBOJHOBOBIO Homijepa. TpaHcMUTPaIbHBIN KPOBO-
TOK PECTPUKTUBHOI'O TUIA; T — TKAHEBO! JOUIJIEPOBCKUN PesKUM. Pe3Koe CHIIKeHe CUCTOJINUYECKOI CKOPOCTH
s' ¥ paHHel QUacTOJINYECKON CKOPOCTH €' NBMKeHH JaTepanabHoil yactu @K MK.

Fig. 2. Echocardiography in patient V. a — B-mode, parasternal view, long axis of the left ventricle. The LV
wall is markedly thickened with a decrease in the cavity volume. The RV wall is thickened; 6 — four-chamber
apical view. The dilatation of both atria cavities. The walls of the ventricles, the leaflets of the atrioventricular
valves, and the interatrial septum are thickened. The pericardial effusion is indicated by the arrow; B — pulse-
wave Doppler imaging. The restrictive transmitral flow pattern; r — Tissue Doppler imaging. A sharp
decrease in the systolic velocity s’ and early diastolic velocity e’ of the movement of the lateral part of the
mitral annulus.

Kannnueckuii quartos Ha 4-i JeHb roCIUTaIA3a-
muu: runeprpoduyeckas KapAMOMHUOIATHsA, He00-
CTPYKTUBHBIN BapuaHnT. OcJI0oKHEeHNe: XpOHUUYecKasa
cepreuHas HegocTaTouHOCTH 11D, (QhyHKIIMOHATBHBIN
kiaacc IV mo NYHA. T'ugponepukap, 1ByCTOPOHHUH
rugporopakc. OTHocuTenbHasg HELOCTATOUYHOCTD
MuTpasbHOTO KJaamnana I crenenu, TpUKyCIugaIb-
HOro KJanaHa I crenenu. Jlerounasa runepTreH3usa
yMepeHHasa. POHOBBIN AUATHO3: TUIIEPTOHUUECKAS
6onesus III cranguu, puck 4, TUIOTOHUA. XPOHU-

yeckasd6ose3Hbmouek 3B craguu. ConyTCTBYOIITMI
IVarHo3: MoJarpuuecKuil apTpuT, BHEe 000CTPEeHNUA.

B pamrax mpuddepeHIUAILHON AUATHOCTUKU
MeXXAy TUHepTpoUUYecKOd KapAuoMHUOIIaTHeld u
pPecTpUKTUBHON KapamomuomaTtueit (60Jae3HD
Dabpu, aMUIOUL03 C MPEUMYIEeCTBEHHBIM IIOpa-
JKeHMEeM cepAlla M IIoueK) 00JbHOI HalpaBJieH Ha
skceprHoe OXoKI-uccienosaunme.

IxoRT ot 28.11.23 ua 5-i1 JeHb roCIUTAINA3A-
nuu (puc. 2).
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Aopra He paciIupeHa B BOCXOMAIIEM OTIese
(3,7 cm), ymiaorHena. CTBOPKU aopTaabHOTO KJia-
IaHa YMEPEeHHO YTOJIeHbl. AOpTaJbHAS PErypru-
Tanusa He BbIABJIEHA.

CrBopku MmutpaabHoro kjaamana (MK) yrommre-
HBI, IBUKEHUE pasHOHAIpaBieHHoe. MurpaibHas
peryprurtanus I crenenu, vena contracta 1 mm.

CrBopku Tpukycnunaiabaoro kaamnara (TK) yrou-
menbl. Perypruramua sa TK I crenenu. CKopocTb
perypruramuu 2,7 m/c. ['pagredT gaBJeHus 10 TPU-
KyCIIUIaJbHON perypruranuu 29 MM pT.CT.

Jlerounas aprepus: yMepeHHO pacIlnpeHa, Ty-
OynApHLBIH oTaen g0 3,0 cm. CTBOPKY Iy IEMOHAJB-
HOTO KJlamaHa ToHKue. Perypruranusa I crenenu
Cc I'paJreHTOM JaBJIEHUS B HavaJie JUACTOJBI 18 MM
PT.CT., B KOHIIe AuacToabl 10 MM pT.CT.

JleBoe mpejcepane 3HAYUTENHHO PAaCIINPEHO.
BripaskenHoe yBesmueHnue oobvema (153 mur) u uH-
Iexca oobeMa JIeBOTO IIPeAcepaAuns B IepecueTe Ha
MOBEPXHOCTH TeJia (75 miu/m?).

ITonocts JIVK ymeubllleHa B IOMEPEUYHBIX pas-
Mepax, MaKCUMaJbHBIH pasmep 3,7 cMm. BeiBogHoI
TpaKT CBOOOJEH, CKOPOCTHL KpoBoToka 1,23 m/c,
YTO COOTBETCTBYET I'pagueHTy naBjeHus 6,1 mm
pr.ct. K10 — 58 M1, KCO — 24 M1, MUHYTHBI 006~
eM KpOBOOOpAaIlleHUs Pe3Ko CHUKeH — 2,4 JI/MUH.
®B - 59%, B mpemesax HOPMBI. BbIpasKeHHOE
yrouienue Bcex cremok: MIKII - 2,0-2,3 cwm,
3CJIHK — 1,9 cm. IloBrimenue sxorexanoctu MIKII
C HaJIWYMeM MHOJKECTBEHHBIX MEJIKHX THIIePIX0-
TeHHBIX BKJIOUeHHi. Macca mumokapzpa (292 r)
U nHAEKC Macchl Muokapaa (143 r/m?) yBelnueHbl.
IIpusHaKy BHIPAYKEHHOI'O CHUIKEHUSA ITPOJOJIbHON
coxkparumoctTu Muokapzaa JIWK. Oxckypcua ub-
posubix Kojer (PK) MK B M-pexume (MAPSE) —
5 mm. TkaHeBOU HONMIIEPOBCKUN PEIKUM: CKOPOCTDH
s’ nBuskeHnd jgarepanbHoii yactu ®K MK- 4 cm/c.
30H JIOKAJbHOTO HAPYIIEHWs KUHEe3a CTEHOK He
BBISIBJIEHO. TPAaHCMUTPAILHBIN KPOBOTOK B PEIKU-
Me UMITYJIbCHOTO Jomiiepa: nuk E TpancMuTpasib-
HOrO KpoBoToka — 102 cm/c, muk A — 17 cm/c,
E/A — 6,0. TkaHeBOW MOIIIJIEPOBCKUI PEIKUM:
CKOPOCTHL €' [BUKeHHUs JaTepaabHol uactu ®K
MEK — 5 cM/c, CKOPOCTb €' ABUKeHUA MeIualbHOol
yactu ®K MK — 3 cMm/c, ruOpugHbBINA ITOKa3aTe/Ib
E/e’" — 25. leopmariusa MHOKapAa He OIeHEeHAa
BCJIEJICTBYE OTCYTCTBUSA IIPOrPAMMEBI.

IIpaBoe mpexcepaue paciiupeHo. BeipaskeHHOe
yBenuueHue oobema (143 mu) u mHAEKca obobemMa
IIPABOTO IPEJCepPArs B IepecueTe HA TOBEPXHOCTD
tena (70 mia/m?). BeiABaseTCs yTOJIIeHUE MeXK-
npencepauoit meperopoaxku no 0,9 cm. ITosocTh
mpasoro xeaynouka (IIJK) me paciupena. CreHku
II3K yroamensr go 0,9 cm, yToJIeH MomepaTop-
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Hblll Ts:k. Cucronmueckas Gpyuxinua IIHK mHapy-
mena. Oxkckypcusa @K TK B M-pexxume (TAPSE) —
11 mm.

IIpocBeT HMKHEH MO0 BeHEBI — 2,8 ¢M, KoJja-
OupoBaHWEe Ha BAOXE OTCYTCTByeT. PaciinpeHsbl
neyeHOUYHEIe BeHbl. OpeiesigeTcs yBeJIUuUeHre pe-
BEPCUBHBIX ()a3 KPOBOTOKA B II€UEHOUHBIX BeHAaX
Ha BHoxe. PacueTHoe qaBjeHUE B JIETOYHOI apre-
puu 49/30 mm pt.ct. CpegHee naBaeHUE IO JIETOU-
HOI1 perypruranuu 38 MM pT.CT.

AH5X0reHHOE IIPOCTPAHCTBO IIOJIOCTU TIEPUKAP-
Ia HesHauuTeabHO pacmuperno g0 0,9 cwm.
HesnauuTreabHOe KOJIUYECTBO JKUIKOCTHU B JI€BOI
ILJIeBPaJILHOI TTOJIOCTH 0 2,5 CM B CUHYCe, CIIpaBa
3HAUUTEJNLHOE KOJMUYECTBO JKUIKOCTU C MEJIKO-
IVCIEPCHBIMHU BKJIIOUEHUAMU B ILJI€BPAJBLHON II0-
JocTu (OPUEHTHUPOBOUHOE KOJUYECTBO KUIKOCTU
1400 mur).

3axawvwenue. IXoKI-IpusHaAKU PECTPUKTUB-
HOIl Kapauomwmonatuu. Hecmenuduueckue mpu-
3HAKW aMUJIOU03a: BEIPAKEeHHOe YTOJIIeHNE CTe-
Hok JIGK c mosblmenuem sxorenmHoctu MIKII,
yronmieHue cteHok IIWK, momepaTopHOro Ttsaxxa,
CTBOPOK aTPUOBEHTPUKYJIAPHBIX KJIAIAHOB, HAJIU-
Yue JKUAKOCTH B IIOJIOCTH ITepuKap/a. BeipaskeHHOE
yBeIudyeHue oboux npexacepauii. [fuacronnuecKas
nuchyHrnua III cremernu. YMepeHHasd JierouHas
TUIIePTeH3UA. BbIpaskKeHHBI IIPABOCTOPOHHUIH
TUIPOTOPAaKC.

ITomospeHue Ha aMHJIOUZ03 cepara TpeGoBaJio
MOATBEPKAEHUA AUarHOo3a HEMHBA3UBHBIMU U WH-
BasWBHBIMU MeToAmKaMu. Takue MeTOIUKY II€PBO-
ro IJIaHa, Kak aHaJu3 KPOBU M MOYU HA BJIEKTPO-
dopes c uMmmyHOpUKcaI el 6eJTKOB (JIeTKue Iern)
u cumHTUrpadusa aia nckanodenuda TTP-amunon-
034, B YCJIOBUAX HaIlmeill OGOJLHUIILI OBLIN Hemo-
CTYITHBI.

IIpoBenmena Ouomcus CJIMSUCTON IBEHAAIIATH-
IEePCTHOM KUIIKU C 3aXBATOM IOACIUZUCTOTO CJIOA
C OKPAacKoii bmomTaTa KOHI'0 KpacHBIM (puc. 3).

H3 npomoxona uccnedoéanus 6uoncuiinozo
mamepuana 3a 30.11.23. B Guonrate BOPCUHBI
CJIMBUCTON OOOJIOUKU YILIOIIEHBI, BHICTJAHBI I[U-
JUHAPUYECKUM KaeMuaTbIM dIuTeaueM. B cob-
CTBEHHOI IIJIACTUHKE CJIMBUCTOH OOOJIOUKHU, IIPU-
Je)Kallell K IOACJAM3MCTOM OCHOBE, U B CTEHKAaX
KPOBEHOCHBIX COCYZOB 903MHOMGUJIbLHBIE MACCHI,
KOTOpble NPH OKPAIIMBAHUU KOHIO KPAaCHBIM
UMEIT KPACHO-KUDPIUYHBIN IIBET. 3akJlyeHue:
aMMJIONI03 IBEeHANIATUIIEPCTHON KUIIIKH.

IIpu yasmpaseyroeéom uccnedoéanuu opza-
HO6 6prouLnoll nonocmu u nowex 01.12.23 BbIAB-
JIEHO yBeJInUeHe Ppa3MepoB meueHu (KOCOil BEPTH-
KaJbHBIA pasmep mpasoit moaum 16,5 cm, JseBas



Knuunyeckoe HaboaeHne amMuionn03a cepaua. ..

J1.0. a3yH v coasr.

Puc. 3. T'ucrosoruueckoe wuccjaemoBaHue OUOII-
TaTa CAN3UCTON O0OJIOUKHM JBEHAAIATAIEPCTHOMN

kumku. x200. Oxpacka KOHIO KpPaCHBIM.
OTyio)KeHUA aMHJIOWJa OKpPAlleHbl KUPIUYHO-
KpacHBIM 1BeToM (*).

Fig. 3. Histological examination of a biopsy
specimen of the duodenal mucosa. Magnification
%x200. Staining with Congo Red. * indicate the
brick-red color of the structures.

nouas 6,9 cm). 9XOreHHOCTD MOBBIIIIEHA, CTPYKTYpPa
Iud@dy3HO HEOJHOPOAHA, ITOBHIIIIEHA dXOTE€HHOCTh
MapeHXUMbl TOIMKEeJYJOUHON Keje3bl, II0UYEK
(mo I cremenn). Pasmepsl IMOYeK B IIpemesiax HOP-
mbl. Kucra mpaBoii mouku mo 2,5 cMm.

Hccnedosanue kpoeu 29.11.23 BEIABUIIO BBICO-
Kuii ypoBeHb N-KOHII€BOTO IIPOHATPUIYpPETUYEC-
koro nmentuzga B-runa (NT-proBNP) — 27931 ur/ma
mpu pedpepeHcHOM 3HaueHnn <386 mr/miI.

BssaTa KpoBb Ha HCCJeIOBaHUE MyTalluil reHa
TTR c manbHelInelr AUCTAHIIMOHHON KOHCYJIbBTA-
nueii B @emepasbHOM TeJIeMeIUIITMNHCKOM KOHCYJIb-
ratuBHOM IeHTpe HMUWIL um. B.A. AnmasoBa
Munusapasa Poccumn.

IIpoBeneHHEBIE UCCIEAOBAHUA IOCTYIKUIU OCHO-
BaHUEM K M3MeHeHUIo auarHos3a. OcHoénol duaz-

HO03: TIEPBUYHBIA aMUJIOUAO03 C IIPEUMYII[eCTBEH-
HBIM TOpakeHueM cepaia, mouek. OcokHeHUE
OCHOBHOTO [MArHO3a: PECTPUKTUBHASI KapAUOMUO-
naTus. XpoHudyecKas cepiedHas HeJJOCTaTOYHOCTh
¢ coxpaHHOIT (ppakiueit Beibpoca, III ct., IV pyHK-
muoHadbHBIN Kiacc mo NYHA. Hedpporuueckuit
cuHapoM. XpoHHUUYecKasa 6ojesHb mouek 3B cra-
nuu. I'maponepukapn. IBycTOpoHHUII TuApOTO-
pakc. OTHOCUTeIbHAS HEJOCTATOUHOCTH MUTPAJb-
HOTO KJiamnaHa | crenmeHu, TPUKYCHIUAATBHOIO KJa-
nmana I cremenu. JlerouHas rumepTeH3UA.
Conymcmeyrujee 3aboneéanue: TUIEPTOHUUE-
ckasa 6osesub III cragmm, puck 4, TUIOTOHUI.
XpoHUuecKkad uIileMuuecKas 00JIe3Hb TI'OJOBHOT'O
Mo3ra: JUCHUPKYJATOPHasA dHIledamonatus 2-i
cTeleHH, cyOKOMIIeHCAIUA. ITogarpa.
ITogarpuueckuii apTput, BHe obocTpenud. Kucra
mpaBoi mouKu. 'mapoTopakc ¢ 06enx CTOPOH.

Pesynomam mecma “/Juaznocmuxa TTR-
amunoudosa (zen TTR)” om 08.12.23: He o6HapY-
JKEeHO IIaTOTeHHBIX BapUAHTOB B 9K30HaX 1—4 reHa
TTR.

BoabHOII mosiyyas JgeueHHE WHTHOUTOPaAMU
ATII®D, Gera-aapeHOOJIOKATOPAMU, MOUYETOHHBLIMU,
cratunamu. CocTossHME GOJBHOTO HA MPOTAKEHUU
TOCHUTAJU3AIUYA OCTABAaJIOCh CPETHEH TAMKECTH.
CoxpaHsajach TUIOTOHUA C MUMPAMU CUCTOJIHUE-
ckoro masiaeumsa 90-100 mm pT.cT., ob0Imas cia-
6ocTh. OpfpBINIIKa HECKOJbKO YMEHBIINUJIACh.
KynupoBaubsl mepudepuueckue oreku. Ha 16-it
IeHb IPeObIBaHUA B CTAI[MOHAPE OCTPO ITPOUSOIILIO
yxyniienue cocroauud. 09.12.23 8 13:06 mpouso-
IIIJla OCTaHOBKA KpoBooOpalleHusa. PeaHmmaiiu-
OHHBIe MeponpuAaTud B TeueHue 30 MuH HeahdeK-
TUBHBI, KOHCTaTUPOBaHA OMOJIOTUUECKAA CMEPTh.

H3 npomorxona namonozoanamomuieckozo
écKkpvimus

Pasmeps! cepama 14 x 12 x 10 cm, macca cepziia
570 r, KOHCHUCTEHIINSA CEPAEYHOI MBIIIIILI OUeHb
miIoTHasg, ToammHa creHku JIVK 1,9 cm, MIKII
1,8 cm. Mwuokapng CBeTJIO-KOPUYHEBOTO IBeTa,
OUeHb IIJIOTHBIM, HEPaBHOMEPHO IIOJHOKPOBEH.
Knamaubl cephiia: CTBOPKHW ILIOTHBIE. BeHeuHBbIE
apTepuu YIJOTHEHBI, IIPOCBET Ha ILIOIAaAu OKOJIO
40% cy:xeH 1o 50% 3a cueT aTePOCKJIEPOTUUECKUX
OJIAIIIEK CO CTAAUM KaJbIIMHATOR. JIerouHble apTe-
puM IPOXOAWMBI, B UX IIPOCBETE JKUIKAd KPOBb.
ITeyenn maccoir 1800 r, mIOTHOBATO! KOHCHUCTEH-
nuu. Bujg Ha paspese KOPUUYHEBOTO I[BETA C MY-
CKaTHBIM DPHUCYHKOM. IloYKu: pasMepbl JIeBOI
10 x 5,5 x 2 cm, mpasoit 11,5 X 5,2 X 2 cM, KoHCHU-
CTEHIIUA IJIOTHAsA, B IPABOH ITIOUKEe B BEPXHEM Cer-
MeHTe Kucra 10 2,5 cM, IOBEPXHOCTH II0OUEK TJIak-
Kad ¢c eJUHUYHBIMU BTAKEHUAMU, BUJ Ha paspese
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Puc. 4. T'ucrosorunueckoe ncciefoBaHne TKaHel. a — JucTpopuyecKue N3MeHEeHU U o4aroBas ()parMeHTaIus
KapauoMuornuToB. OKpacKa reMaTOKCUJINHOM U 903HOM. X200; 6 — OTJIOKEeHUA aMUJIONja KUPIUYHO-KPAaCHO-
ro I[BeTa B MHOKap/e U cocyaucToil crerke (*). Okpacka KOHro KpacHbIM. X200; B — OTJIOKEHUS aMUJIOUIA
B IIOUKeE B BUJIe BKJIIOUEHUH KUPIUYHO-KpacHoro isera. OKpacka KOHro KpacHbIiM. X200; T — OTJIOKEHUA aMu-
JouzAa B CTeHKe cocynoB mouKku. OKpacKka KOHro KpacHbIiM. X200.

Fig. 4. Tissues histological examination. a — dystrophy and focal fragmentation of cardiomyocytes.
Hematoxylin and eosin staining. Magnification x200; 6 — brick-red amyloid deposits in the myocardium and
vascular wall (*). Staining with Congo Red. Magnification x200. B — amyloid deposits in the kidney as the
brick-red formations. Staining with Congo Red. Magnification x200. r — amyloid deposits in the wall of the
kidney vessels. Staining with Congo Red. Magnification x200.
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J1.0. Mha3syH v coasr.

C YeTKUM pasjiesieHrueM Ha KOPKOBBIN UM MO3TOBOM
CJIO, TOJIIITHA KOpKoBoro caos 0,7 cm.

Hannvle 2ucmonozuveckozo uccnedosanus:
MUOKap/: MeKYTOUHBIN OTeK, AUCTPOGUA KapaAmo-
MUOIUTOB, MOpdoJiornuecKkas KapTUHA aMUJIOU-
ros3a. B moukax BeHO3HOE IIOJTHOKPOBUE, apTepPHUO-
JIOHe(ppPOCKIEePO3, AucTpoPpusd, Mopdosoruueckas
KapTuHa aMWJIOUI03a, OUYaroBbIi HEKPOHedpOs3
(puc. 4).

INamonozoanamomuieckuli Ouazno3: IePBUY-
HBIM aMUJIOUA03 C IIPEUMYIIeCTBEHHBLIM IIOpake-
HUEeM CcepAlla, IIOYeK, ABEHAAIATUIIEPCTHON KUIII-
Ku. OCJIO}KHEHUA: PEeCTPUKTHUBHAA KapAuOMUOIIa-
tua. I'mgponepurapf. IIBYyCTOPOHHUI TIHIPOTO-
pakc. Ilepudepuueckue oreku. XpOHUUECKOE Be-
HOBHOEe ITOJTHOKpoBUe. MycKaTHBIA (h1Opo3 IeueHu.
HexkpoTtuueckuii Hehpos. OTeK JeTKUX U TOJIOBHOTO
mosra. ComyTcTByrolue 3a00eBaHUA: aTEPOCKJIe-
po3 aopThlI (2-a crenens, 111 cragusa). XpoHuuecKas
UIIIeMUs TOJIOBHOTO Mo3Ta. KMCTO3HO-TJIN03HbIE U3-
MEeHEeHUA B JIeBOM TeMeHHO-BHCOUYHOII 006JiacTu.
CTeHO3UPYIOUINI aTepPoCKJIepPo3 apTepuil TOJIOBHO-
ro mosra. I'mmeproHuueckas Oosiesub III cramgum.
Koumenrpuueckas rumneprpopus Muoxapza.
Aprepuosonedpockaepos. Ilomarpa, momarpuye-
CKUil apTpuT BHe obocTpeHusd. HemocpencreenHas
MIPUYMHA CMEPTU — OTEK JIETKUX U I'OJIOBHOTO MO3Ta.
Ha6sioneHme TpakTyeTcs KaK COBIAJeHUEe KJIUHU-
YEeCKOTO U ITaTOJIOTOAHATOMUYECKOT0 JUATHO30B.

OBCY:KJIEHUE

CoBpeMeHHBIII aJrOPUTM AUATHOCTUKU
aMUJIOUZ03a COCTOUT M3 TPEX ATAIOB JUATHO-
cTu4ecKoro moucka [7, 9].

IlepsBsrii aTam:

onpeneleHne KPUTEpPUEB,

MO3BOJIAIONIUX 3aI0T03PUTH AMUJIOUI03

XapaKTepHBIM [Jd aMWUJIOHI03a cephlia
fIBJISIeTCA HECOOTBETCTBUE MEXKAY TAKeCThIO
cepleuyHOH HeOCTATOUHOCTU U ITOKa3aTelIMU
@B, uTo He oCTaJIOCh He3aMEeUEeHHBIM KJIMHU-
IMUCTaMM B HaIlleM HaOJIOIeHUU U HAITPABUJIO
IMarHOCTUYECKUI IIONCK Ha BBHIABJIEHUE TIPU-
YUH 9TOr'0 HECOOTBETCTBUS, IIPEXK /e Bcero, Ha
IuddepeHInaIbHYI0 IUATHOCTUKY MEK Y TH-
neprpouUecKoil KapauoMuoIlaTueil u pe-
CTPUKTUBHOU KapAUOMUOINIATHEN! Pa3JIUIYHOTO
reHesa.

IpyruMm HeCOOTBETCTBUEM SABUJUCH TaH-
HBIe dJIeKTpoKapauorpaduu o HI3KOM BOJIbTA-
JKe, B 0COOEHHOCTHU B CTAHJAPTHBIX OTBEAEHU-
fIX OT KOHEUHOCTel, CO CTeIleHbI0 YTOJIeHUs

MHUOKap[a, 4YTO OO0BACHSAETCA 3aMelleHueM
MUOPUOPUII aAMUJIOUTHBIMU OTJIOMKEHUAMMU.
BoJsiee KOppeKTHO B JTaHHOM cJiyyae TOBOPUTH
He 0 rumepTpoduu MHOKapAa, a o6 yBeamue-
HUU TOJIIUHBI 1 MacChl MUOKapaa. ¥ HAIIero
marnvueHTa UBMEHEeHU S OUYeHb XapaKTePHbI IJIsd
aMUJION03a C HAJIMUYNEM ICEBIOMH(PAPKTHBIX
M3MeHeHUH B BUe OTCYTCTBUSA 3y01ia R B mpa-
BBIX I'PYAHBIX OTBEIEHUAX W MEIJEHHBIM I10-
CcJIeqyIOIIUM ero HapacTaHUEM, CMellleHUe
mepexoqHOM 30HBI BJIEBO.

¥V manHOrO mammeHTa HacToOpaskmuBaJja TaK-
JKe CTOMKAas TUIOTOHUA IIOCJE IJIUTEJIHHOTO
aHaMHe3a TUIEPTOHUYECKOIN O00JIe3HUM, UTO
MOJKHO OOBACHUTH PE3KUM CHUKEHUEM Cep-
JIEUHOT0 BBIOpPOCA ¢ YMEHbIIIeHNeM MUHYTHOTO
obbeMa KpoBoobOparenusi. Ha cepbesHoe mo-
pasKeHHe CepAeYHOM MBIMIIbI yKas3bIBaeT
M BBICOKUU ypoBeHb N-KOHIEBOTO IIpejIle-
CTBEHHUKA MO3TOBOTO HATPUNYPETHUECKOTO
nerntuna (NT-proBNP).

OcHOBHBIE THUITBI aMUJIOWA03a, BBI3HIBAIO-
e IopaskeHue CepAlla, SABJIAIOTCA CHUCTEM-
HBIMUA U HaJIUYWEe CHUMIITOMOB HOpPaKeHUusd
BHYTPEHHUX OPraHOB (IIOYEK, ITIeUEeHU, JKeJIy-
TOYHO-KUIIIEYHOTO TPaKTa), IPOrpPeccupyio-
el CUMMETPUYHON TUCTATBbHON CEHCOMOTOP-
HOW MOJIMHEHPOIIaTUU, ABYCTOPOHHEIO CHH-
JIpoMa KapHnaJbHOTO KaHajla, CIOHTAHHOTO
paspbiBa CYXOKUJIUA Owullernca, MaKpOTJIOC-
CHUU, IIePUOPOUTANBLHON IIyPOYyPLI MOTYT CJIY-
JKUTh KJIMHUYECKUMU 3KCTPaKapAUaJIbHBIMU
yKasaTeJasaMU BO3MOYKHOCTU aMUJIOUA034a, I10-
PO# IOABJAIOIIUMUCSA PaHbIIE CHUMIITOMOB
kapauomuonaruu [2, 10, 11]. IIposaBienue
aMUJONTHON MHMUIbTPAIINY IOUYEK C PasBU-
TeM HeppPOTHUUEeCcKOTo cuHapoma npu AL-
amusonnose Habamwmgaerca B 60% ciayuaes
U SABJSAETCA B COBOKYITHOCTH C KapAMOMMUOIIA-
THel HanboJiee TUMUYHBIM COUETAaHUEM IIopa-
JKeHUsS BHYTPEHHUX OPraHOB, UTO U UMEJO
MeCTO B HAIlleM KJIUHUYECKOM HaOJIIOJeHUN.

HecMmoTpa Ha Haauume yKa3aHHBIX TUIIAY-
HBIX COUETAaHUU KJIMHUYECKUX U MWHCTPYMEH-
TaJbHBIX IIPU3HAKOB NpHU AaHHOM 3aboJje-
BaHUU, IaIeHTaM C aMUWJIOUZO030M CepjIia,
OCJIO’KHEHHBIM XPOHUYECKOU CEepAeYHON He-
JIOCTAaTOYHOCTHIO, PEIKO yIaeTCsa CBOEBPEMEH-
HO MOCTaBUTh IPABUJIbHBIA JUATHO3.

IxoKTI' kak mocTtymHOe M MHQOPMATUBHOE
uccijiefOBaHUE SABJSAETCSA KJIOUEBLIM 3TAIlOM
IUAarHOCTUYECKOTO CKPUHUHTA B BBISIBJIEHUU
MON03PUTEJILHBIX Ha aMUJIOUI03 IIPU3HAKOB.
B GosIbIIIMHCTBE CJIyuaeB aMHJION03a CepAIla
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BBIABJAETCA yToJIleHue creHok JIVK ¢ mamu-
YreM MHOKECTBEeHHBIX TI'MIePIXOTeHHBIX
BKJIIOUEHHUI B BHUIEe CBOeOOpa3sHOIl CBEpKAaio-
mieii 3epHUCTOCTH. BbI3bIBaeT MOAO3peHMe Ha
aMUJIOUI03 YTOJIIIEeHe CTeHOK ¢BhIlie 1,2 cm
0e3 IPUUMH OIS PasBUTUA THUIepTpopuu,
a IpU HAJIUYNY apTePUATbHON TUIIePTeH3UN —
ceeimie 1,5 cm [10]. XapakTepHBIM OpU3HA-
KOM aMUJIOMI03a ABJIAETCA TaKsKe HabIomae-
MoOe y HaIllero ImalueHTa YBeJUYeHUe TOJIIHI-
HbI cTeHOK IIJK, yroamieHme mMomepaTOpPHOTO
rsxka II0K, mMempencepaHo# Ieperopomku
M CTBOPOK KJAIAHOB CepAIla. ¥ TOJIOBUHEI
IalueHTOB HalJIogaeTcsa HeOOJBIIONM BBIIOT
B moJiocTu nepukapma [10].

VYToslIeHre CTEHOK JKeJYHZOUYKOB Cepalla
U OPYTUX CePAeUYHBIX CTPYKTYP V IaIlieHTOB
C aMHUJOUA030M COIIPOBOKAAETCS YMEHbBIIIEe-
HUEeM II0JIOCTU JKEeJYAOUKOB U BBLIPAKEHHBIM
paciiupeHreM IpeacepAnii, ABIAACh XapaK-
TEePHBLIM IPOABJICHUEM PECTPUKTUBHOTO THIIA
HAIIOJHEeHUA II0JIOCTEN JKeJIyouKoB. TaKenoe
HapyIlleHre TNacTOJUUYEeCKOH (PYHKIIUY II0 pe-
CTPUKTUBHOMY THUIIy MIPOABJSIETCA HapyIe-
HUEeM COOTHOIIeHus NMuKoB E u A TpamcMurt-
painbHOTO KpoBOTOKa Oosee 2,0. B mamem
HabJIIOIEeHNY COOTHOIIIeHWEe CKOPOCTeH cocTa-
Buyo 6,1, uto B muddepeHInaIbHOM ILJIaHE
COBEPIIIeHHO He XapaKTepHO AJA TUIEePTPO-
(huueckoil KapAUOMHUOIATUN W YKa3bIBaeT Ha
PECTPUKTUBHBIN XapaKTep HAIOJHEeHU II0JI0-
ctu JIGK. CiioskHell B 9TOM ILJIaHe AUArHOCTH-
poBaTh NPOABJEHUS PAHHUX CTaAUN MHQPUID-
Tpamuy MIOKapAa aMUJIOUA0M, KOTa eIlle HeT
TSKEJION CTelleH! UACTOJINUYECKON AUChHYHK-
U U BBIABJIAIOTCA HapyIIeHUe pejaKcaruu
MHOKapaa HJIN I[ICEeBIOHOPMAJM3AIMOHHBIN
TUN AuacTojinuecko nucpyrrnuu [12, 13].

Bojsiee mHpOpMATHBHBIMU ITOKA3aTEJIIMU
HapPYIIeHU# CHUCTOJUUYECKOH U JUACTOJHUe-
CKOM (pYHKIIMI ABJIAIOTCA KPUTEPUU TKAHEBO-
ro pomiiepa. Mcmosib3oBaHue TaHHOM MeTO-
IUKY ITOKa3bIBaeT Pe3K0e CHUMKEHNE CKOPOCTH
NUKa e JBUKeH’A KaK JaTepaJbHON, TaK Me-
nuanbHO yactu @K MK ¢ BeIpasKeHHBIM yBe-
JUYEeHUEM MOONIJIEPOBCKOIO IIOKAa3aTeld —
E/e’. TKaHeBo JOIILIEP HO3BOJIAET IIPOBECTU
u puddepeHINAJIbHYI0 AUATHOCTUKY C KOH-
CTPUKTUBHBIM IIEPUKAPIUTOM, AJISA KOTOPOrO,
TaK Ke KaK W IJIs PEeCTPUKTHUBHON Kapamo-
MUOIIATUH, XapaKTepPeH PEeCTPUKTUBHBLIN THUII
HATIOJHEeHUSA KeJYT0UYKOB C TUIIUYHBIM U3Me-
HeHMeM KaMep cepAlia: YMeHbIIIeHHbIe U HOP-
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MaJIbHBIE JKeJYJOUKY IIPU 3HAUUTEIHHO YBeJIU-
YeHHBIX TpeacepauAax. Ho mpu KOHCTPUKTHUB-
HOM IIepUKAapANUTE UK € He TOJIbKO He CHUMKA-
eTcsA TPU TPOrPECCUPOBAHUM KOHCTPUKIIUU,
HO U TIOBBIIMIAETCS, 0COOEHHO HAa YPOBHE MeIu-
aJbpHON  vyacTu  (QuUOPO3HOTO  KOJbIIA.
YrasaHHbBIE Pa3INUnA 00BACHAIOTCSA BOBJIEUE-
HUEM B IIPOIIECC PA3JIUYHBIX CJIOEB MUOKap/a.
IIpy KOHCTPUKTUBHOM ITIEPUKAPAUTE CTPAJAET
B OoJiblllel cTelleHW CyOsMUKapAMaIbHBIN
cJIOli MUOKapja W cpallleHue JUCTKOB IIepu-
Kapja, BhI3bIBasd HapyIlleHue IIUPKYJIAPHON 1
panuanbHOIT medopMaliuu U, B PAJLE CAyUaesB,
JIOKaJIbHbIe HapyIIeHUs IPOAOJbHOUN xedop-
manuu [14].

IIpn amMumiommose TUNUUYHBIMU SBJISIOTCS
HapyIIeHUs IIPOAOJbHON medopMaruu MUO-
Kapza, ocobeHHO 6a3albHBIX cermMeHToB JIIK,
C coxXpaHeHUeM ee 3HAUYEeHUIl B 00JacTU Bep-
XYIIKW, YTO AE€MOHCTPATUBHO BBIABJISAETCH
IPU T€XHOJOTUU CIEKJ-TPEKUHT U ABJIAETCH
HaunboJiee crenu(UUHBIM KPUTEPUEM aMUJIOU-
mosda B aud@epeHIUANTBHONR AHUArHOCTHUKE
C APYrUMH OPUYNHAMU PECTPUKTUBHON Kap-
nuomuonaruu [7, 15, 16]. IIpu orcyrcTBuuU
JAHHOUM TeXHOJIOTUU IIPOSABJIEHUA HAPYIIeHUH
MIPOIOJILHOI COKPATUMOCTU MUOKAap1a MOKHO
BBIABUTH B MMIYJIbCHOM Pe)KMMe TKaHEBOTO
JIOIITIJIepa IPU OIeHKEe CKOPOCTU CHUCTOJIHUEe-
ckoro gemkenns @K MK s’, koropad B Hamem
HabJOAeHUU cocTaBuja 4 cM/c Ipu HOpMe
6osiee 8 cm/c. Eme Gosee JOCTYHHBINA cI0COO
OIIeHKU ITPOJIOJIBHOM COKPATUMOCTH — OIIPeIe-
aenue sxcKypcuu ®K MK um TK. B mamem
HabmoneHun skckypcusd @K MK B M-pesxume
(MAPSE) cocraBuyia 5 MM, a sKcKypcusa @K
TK (TAPSE) — 11 MM, 4uTO yKa3bIBajIo Ha 3HA-

UuTeJbHBbIEe HapPpYyIIeHNUdA CHUCTOJUYECKON
(l)yHKI_II/II/I He TOJIBKO JIeBOI'O, HO M IIPaBoOIo
JKeJyaJo4dYKa.

XapaKkTepHble M3MEeHEHUsA MHOKapia Ipu
aMUJIOUI03€ BBIABJIAIOTCA U MPU IIPOBEIECHUU
MAarHUTHO-PE30HAHCHOU ToMoOTrpaduu B BUIE
nuddy3HOTO0 UK CYOIHIOKAPANATHHOTO IT03/-
Hero ycuieHus curuaja ot JIdK u npencepauit
Ipu KOHTPACTUPOBAHUU TraJoJuHueM. Erie
b0osee cumenuMUUHBIM JI aMUJIOUA03a IIPU-
3HAKOM sABJIAETCA BBIBJIEHUE YBEeJIUUEHUA
BHEKJIETOUHOTO 00bemMa Ha ocHoBaHuu T1-
KapTUPOBaHMUA, KOTOPOE MOMKET YCKOPUTH
IIOCTAHOBKY [AWarHo3a aMHJIOWAO03a cephra
elfe A0 IMOABJEHUA SBHOTO IIO3JHETO yCUJie-
Husa ragonunauem JIJK [17, 18].
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Bropoii aTamn:

MOATBEPKIeHNEe AMIJIONI03a OHOIICHEe

MOPaKEeHHOT0 OPraHa MJIM TKaHel

C BO3MOKHBIM IIOPasKeHneM

“30JI0TBIM CTaHIAPTOM” IJIS HOATBEPKIE-
HUSA aMUJIOUA03a SBJIAETCSI OMOIICHSA Iopa-
JK@HHOTI'0 OPraHa ¢ TUCTOJIOTMUYECKUM HCCJIE0-
BaHMEM C OKpAacKoIi IIpemapaTa KOHIO Kpac-
HBIM ¥ IIOCJIEAYIOIINM HCCJIeIOBAaHUEM B IIO-
asgpusoBaHHOM cBeTe. OKpacKka KOHIo Kpac-
HBIM JaeT OKPACKY aMUJOUJa B KPACHO-KUP-
NUYHBIA I[BET, a B MOJAPU30BAHHOM CBeTe —
3ejieHOe cBeueHUe 3a cueT dQPeKTa IBONHOr0
JyYenpesioOMJIeHsA, UTO CBUAETEJILCTBYET 00
OTJIOMKEHUH MAcC aMUJIOHA.

YyBCTBUTEJIBHOCTh, OHOIICHUM MHOKAPAA
npubamxaerca ¥ 100%, ogHaxko, yuuTbIBasdg
MHBA3MBHOCTH M BO3MOMKHOCTDH TSMKEJIBIX OC-
JIOJKHEHUH IIPU CUCTEeMHBIX (hopMax aMUJIONU-
034, BO3MOKHA OMOIICUS APYTUX YACTO IIopa-
JKaeMbIX TKaHed (a0JoOMUHAJIBHOU ITOAKOMK-
HOUM JKUPOBON KJETUYATKU, IOACIU3UCTOTO
c1051). MbI IPUMEHUJIN METO] OMOIICUI CJAUBU-
CTOI1 C 3aXBaTOM IIOJCJIM3NCTOTO CJIOS JBEHA -
HMATUIIEPCTHON KUIIKU U TMOJYUNJIU TOJIOMKU-
TeJIbHBIN pe3yJsbTar.

Tperuii aTam:

ompeneJIeHne THIIA aMUJIOHI03a

Omnpenenenue Tuia 6eaKa-mpeaiecTBeHHT-
Ka aMujIouga ABJIAETCS 00a3aTeIbHBIM yCJIO-
BUEM JJIA MIPOBEJeHUs CcIieliuUUecKoi Tepa-
MUY, PA3JIUYHON B 3aBUCUMOCTH OT THUIIA aMU-
JIOU03a.

IIpenBapuTesbHOE TpEACTABJIEHUE O TUIIE
0eJika MOTYT JaTh JlabopaTOpPHbIE TOKa3aTeJu,
XapaKTepUs3yIolne IJIa3MOKJETOUHYI0 IHC-
Kpasuio, xapakTepHywo misa AL-amuimongosa:
HaJu4Yne MOHOKJIOHAJIBbHOTO 6eJIKa CBIBOPOTKHU
KpPOBU M MOYM U MOBBIIIIEHNE YPOBHSA CBOOOI-
HBIX JIETKUX Ilelell MMMYHOTJIOOYJINHOB IIO
COOTHOIIIEHUIO Kaima/aAaM04a B CBIBOPOTKeE
KPOBH, yBeJIMUeHVe KOJUYeCTBa IIJasMaThuye-
CKUX KJIETOK B Mmejiorpamme [15].

Hna seiaBiaenus ATTR-amuironsosa pexo-
MeHAyeTcsd HCIO0Jb30BaHNWEe CIIMHTUTPaduu
¢ 9"Tc-nmupodocharom u *°mTe-3,3-gudoc-
douo-1,2-nmpoaHoAUKapOOHOBON KMCJIOTOMN
(°*mTc-DPD), npu KOTOPOIi IPU HAJIUIUU aMU-
Jouposa omnpeneasaerca sup@pysHoe U UHTEH-
CUBHOE TIOTJIOIIEeHWEe PAAMOM30TOIIa MHUOKap-
JIOM, paBHOE MJIu 00JIbIlIee IT0 UHTEHCUBHOCTH,
yeMm moryolienue peopamu [2, 15]. Tem me
MeHee B AU epeHIIuPOBAHUY TUIIOB AMUJIOM-

032 9TOT METOJ AUATHOCTUKIU He abCOJIOTeH,
mocKoJAbKY 5—10% IMOJI0KUTENBHBIX PE3YJb-
TaTOB cUHTHUTIPadGuy (HaKoImJieHue 2—3-1 cTe-
neun) obycaosaenbl AL-amunoungosom [2, 19].
Hamu 6bLTO mpoBefeHO uccieJoBaHUe Ha
MyTallii0 reHa TPaHCTHUpPeTHUHAa (IuarHocTukKa
TTR-amuaougosa), KoTopas gajia OTPHUIlA-
TeJbHBIN pesyJsabrar. I[eHHOCTh ATOM MeToau-
KU 3akjodaercd B aud@epeHIIMAUU THUIIA
ATTR-amunongosa (reHeTuuecKasi, BapUaHT-
"Hasa ¢opma ATTRv maum gurkuit ATTRwt),
a TaK’Ke OHa HCIOJb3yeTcAd KaK MHCTPYMEHT
IPOTHO3UPOBAHUA TeueHUsd 3abosieBaHUA
U TeHEeTUUYECKOTO IIPOTHO03a OTHOCHUTEJBbHO
KPOBHBIX POJACTBEHHUKOB IIAIIIEHTOB.
YuurbiBasdg aHaau3 TeueHUs 3a00JeBaHUA,
coueTaHUe C IOpaKeHueM M0YeK, OTHOCUTEIb-
HO MOJIOZO¥ BO3pPACT IaIlMeHTa B CPaBHEHUU
crtununuHbIM IposaBieHneM ATTR-amunoumgosa
INKOTO THUIIA, HanboJee BO3MOXKHBIM THUIIOM
aMMUJION03a B HAIlleM KJIMHUYECKOM HabJIio-
meHun 6b11 AL-amuaounmos. I'ucroaornueckas
KapTuHa TakK:ke Oojsee TummuHa 1aasd AL-
aMUJION03a, I KOTOPOro XapakTepHo aud-
dysHOe oTJIOKeHIe aMUJIOUIHBIX MAacC B WH-
TEPCTUIINN U B CTeHKE COCYIOB, B TO BpeMsd
kak nasa ATTR-amuionnosa xapakTepeH oua-
TOBBIM BapMaHT OTJIOYKEHUSA aMUJIOUJIA B WH-
TepcTUIlny 0e3 AemM03UTOB B COCYNUCTOM CTEH-
kKe. Kpome Toro, 0651710 06HAPYKEHO, UTO OOJIH-
HbIe ¢ AL-aMuI0u1030M MMEIOT 00JbIlIee KO-
audecTBo amuiaouna B cpaBHeHuum ¢ ATTR.
OnucanHas wMop@oJsornyeckass CTPYKTypa
MOJKeT 00'bACHUTD FrOPasmo JYUIIIUHA IPOTHOS3 Y
0OJIBHBIX C TPAHCTHUPETUHOBLIM AMUJIOUI030M
o cpaBHeHUIO ¢ AL-amumonznosom [20—22].
Hawubosiee ToOUHBIMH MeTOJaMU TUIINPOBA-
HUS aMUJIOUA03a ABIAIOTCA UMMYHOTHUCTOX M-
MUUYECKUHA C IPUMeHeHHeM aHTUCHIBOPOTOK
K OCHOBHBIM THIaAM aMWJIOHUAHOTO Oelka W,
ocobeHHO, Macc-cuekTpoMmerpus [7]. JaHHbIe
MEeTOAMKMN HaM ObLIM HEIOCTYIIHBI, U TLJIAHU-
poBasioch KOHCYJbTHUPOBAHHUE IIO OIpeaesie-
HUIO TUIIA aMUJIONA03a 1 I10 JIEUeHUIO Hal[eH-
Ta B CHEIMAJU3NPOBAHHOM I[eHTPE, KOTOpOoe
MbI He yCIeJU MPOBECTU M3-3a CMEPTHU IIaIlu-
euta. K coxaaeHmnio, Mbl IMEJIH EJIO C 03[~
Hell IUarHOCTUKOM OGBICTPOIPOTPEeCCUPYIOIe-
ro TAXKeJIOTO0 aMUJIou103a cepalia. JlanHoe 3a-
OojieBaHIEe MMEeT MHOXKECTBO MAaCOK APYIUX
HO30JIOTUYECKHUX (DOPM C CepAevHOU HemocTa-
TOYHOCTBIO U TPYAHO Auaruoctupyerca. OT 1mo-
SABJIEHUS TIIePBBIX CHUMITOMOB THOPaKeHUd
cepama npu AL-amMuiaoumose OO0 JeTaIbHOTO
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nCcxXoJa IIPOXOAUT OT moJsiyroma mo roxa [9].
ITpu ompoce 530 mamueHTOB C AMHUJIOUI030M
cepaIila OKasajioch, uto v 37,1% pecmonmen-
TOB AUATrHO3 aMUJIOMI03a OLIJI YCTAHOBJIEH He
pamee ueM uepes T'OJ IIOCJe IMOABJIEHUS Ha-
YaJIbHBIX cUMIOTOMOB [12].

OrcyTcTBUE M3HAYAJIbHON HACTOPOYKEHHO-
CTU Bpauel B OTHOIIIEHU aMUJIOUI03a Cepaliia
IPUBOIUT K €ro AOCTATOUYHO OBICTPOMY IIPO-
rPECCUPOBAHMNIO M CYINECTBEHHO YXYAIIAaeT
IIPOr'HO3.

SARJIOYEHHUE

IxoKTI', Haxonsach Ha MEePBON JUHUN KJU-
HUYECKOro o0cJiefOBAHUSA HAIEHTOB C aMMU-
JOUI030M CepAlia, 00JaJaeT BO3MOXKHOCTBHIO
BBISIBJIATL KAk OOINMUe IJs PECTPUKTUBHBIX
KapaAnoMUOIaTuIl IMPUSHAKU TAKeJOon aua-
CTOJINYECKON NUCHPYHKIMY, TAK PsJ HECIIeI[H-
(pUUHBIX, HO OUeHb XapaKTePHLIX IIPU3HAKOB,
HO3BOJIAIOINX 3allOJAO3PUTL AMUJIOUIL03
U CTUMYJNPOBATh JaJibHelillee o0cieoBaHIe
nanueHTa. BakeH KOMILJIEKCHBIN U MYJIbTH-
MOJAJIbHBIN MOAXOA K AUATHOCTUKE aMMJIOU-
034, IIPpU KOTOPOM OII€HMBAIOTCS HE OTEJIb-
HbIe JUAaTrHOCTUUYECKe KPUTEPUHU, & IIPOBOIAT-
cdA aHaJIM3 U COOCTaBJIeHNE KINHUKO-JTabopa-
TOPHBIX MaHHBIX, IXOKI' m Apyrux WMHCTPY-
MeHTaJbHLIX HcceqoBauuii. [IpeagcraBiennoe
KJINHUYECKOe HaOJIIofeHNe eIlle pas3 IeMOH-
CTPUPYET HeoOXOAMMOCTD IIOBBIIIIEHNU HGOP-
MHUPOBAHHOCTH M HACTOPOXKEHHOCTH Bpauei
PA3JINUYHBIX CHEINAJLHOCTEN B OTHOIIEHUU
aMuJIoumo3a U BenyIinyoo posb IxoKI' ma Ha-
YaJIbHOM STalle JUATHOCTHUYECKOTO IIOKNCKA.
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The article presents a clinical case of severe cardiac amyloidosis, confirmed by life-time histological
examination and autopsy data. Data from the clinical, instrumental, and complete echocardiographic
examinations of the patient are presented. The stages of the multimodal algorithm of amyloidosis diag-
nosis are discussed in this example: the criteria suspicious for cardiac amyloidosis; histological exami-
nation for diagnosis confirmation; and the and the determination of the amyloidosis type in the aspect
of pathogenetic therapy, which is different for the main (AL- and ATTR) types of amyloidosis. The
main attention is paid to the discrepancy between some clinical manifestations and the results of
instrumental examinations suspicious for cardiac amyloidosis. The echocardiographic criteria for dif-
ferential diagnosis of amyloidosis and other conditions associated with heart failure, hypertrophic
cardiomyopathy, and constrictive pericarditis are described. Echocardiography is the main key to the
difficult diagnosis of amyloidosis and plays a decisive role in the first stage of the diagnostic search.

Keywords: echocardiography; cardiac amyloidosis; restrictive cardiomyopathy; hypertrophic cardio-
myopathy; diastolic dysfunction; chronic heart failure with preserved left ventricular ejection fraction
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