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Amunoudos 28a5emcs CucmemHvlym 3a00Je-
8aHUEM, KOMOPOe 00YCA08JeHO OMLOHCCHUEM
Hepacmeopumblx Oenko8vix Guopuan. Ilpu
aAMUNOUOHOM nopaxcerHuu ceplua pa3sueaent-
ca madcenas ceplewnas HedocmamoiHOCMb,
3avacmyio peppaxmepras Kk mepanuu. Ilpu
amom cmeneHv msaxcecmu cepleyrnoil Hedo-
CMamoyHOCmU He coomeemcmayem cmenenu
CHUMCEeHUSA CUCMOJAUYECKOU (DPYHKUUU Je8020
JHcenyodouka, max Kax 8 00Jbllell cmenenu Ha-
pywaemcsa duacmonuveckas Qynryua. B na-
cmosauwee 8pems CYu,eCmeyrm cxemvl Jeue-
HUs 0aHH020 3a0601€6AHUS, NOIMOMY BAHCHA
ezo OduazHocmukKa HG pPaHHel cmaduu.
“Bonomuim cmarndapmom” 0uazHOCMUKU KAP-
JuanvbHoz0 amuaoudosa sAgniemcs Ouoncus
muorxapda. O0HaKO HA COBPEMEHHOM dmane
gecomoe 3HAYeHUe UuMerm U HeuHBA3UBHbLe
memoobt.
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JlnarHoctuka ammnnonao3a cepaLa ¢ nPUMEHEHNEM. ..

E.B. Tpy6buHa, M.C. Cypryukas

BBEJEHHE

Amusion03 cepaiia, Uau aMUJIOUHASA Kap-
IUOMHUOTIATHUA, UHQUJIbTPATUBHOE 3a00Jie-
BaHNe, XapaKTepusymwIlleecs OTJIOKEeHUeM
HepacTBOPUMOTO 0esika aMUJIOuJa B MeKKJe-
TOUYHOM ITPOCTPAHCTBE MHOKapja. B pesyibra-
Te WHQUIbTPAIUU HPOUCXOAUT YTOJIIEHUE
CTEHOK, UTO MPUBOAUT K UX PUTHUIHOCTHU U Ha-
pyuieHuio pacciaabserus. CienyeT OTMETUTD,
YTO TEPMUHBI “TUIepTPOPUA JIEBOTO KeJy-
mouka” m “yToJIeHue JIeBOTO Keaymaouka’
HUCIIOJB3YIOTCA B3aMMO3aMeHAEMO IPU OIKCa-
HUM runeprpoduyueckoro ¢Genoruma [1].
Cumuraercsd, YTO aMUJIOUAHASA KapAMOMMUOIIA-
TUA ABJIAETCA KJaCCUUYECKON MOIeJbio pe-
CTPUKTUBHOM KapAUOMUOIIATUM, IIOITOMY OC-
HOBHBIM ITPOABJIEHUEM IAHHOTO 3a00JI€BAHUA
ABJAETCS TsKesas cepleyHas HeI0CTaTOou-
HOCTh, OOYCJIOBJIEHHAs AMAaCTOJIUYECKON AuC-
dyuarnueit. Cucronnueckas AucHyHKIIAA BO3-
HUKaeT Ha IMMO3THUX CTanuAX 3a0oseBanud [2].
PacnpocTpaneHHOCTh aMUJIOUA03a CEPAIA OO
KOHIIa He M3yuyeHa, TaK KaK aMUJIOUA03 He
UMeeT CIenuPUIecKuX KINHUUYECKUX IPOAB-
JeHuii. PasauyHble TUIIHI aMUJIONI03a BCTPE-
yaioTcsa C pasJuyHoil yacroroii. K coskase-
HUIO, JaHHBIX 110 3a00JI€Ba€MOCTH CUCTEMHBIM
amuaoumo3om B Poccun Her [3, 4].

B AHriuu mo JaHHBIM SIUAEMUOJOTHAYE-
CKOTr'0 MccJieJoBaHUs 3a00JIeBaeMOCTb CUCTEM-
HBIM amuougo3oM npessbiinaeT 0,8 ma 100 000
HacejgeHus [b5]. B momynanmu mamueHTOB
85 ser u crapiiie mo JaHHBIM ayToncuu y 25%
ompeNesAI0T aMUJOUAHBIE IeImo3uThl [6].
Cpenu manueHTOB C HNpU3HAKaAMH TUIIEPTPO-
¢un nesoro xkeaymourka (JIK) or 5 mo 16%
cJIy4JaeB KapAMOMUOIIATUN MOTYT OBITH 00ycC-
aoBJieHbl TpaHcTupeTnHOBBIM (ATTR) Kapau-
anpubIM amuaougosom [7]. B CIITA e:xeromuo
peructpupyercsa oT 1275 no 3200 HOBBIX CJIy-
yaeB 3a00JIeBaHUA Ha OCHOBE JAHHBIX O 3a00-
JIeBAEMOCTH, IOJYUYEHHBIX B XO0J€ KPYIIHOTO
SIIUIEMUOJOTUUYECKOTO wmceaemoBanud [8].
Cpenu maimeHTOB, HaIPaBJIEHHBIX Ha KOPPEK-
A0 a0PTAJBLHOTO CTEHO3a, aMUJIOUI03 CEPJ-
1ma Bcrpeuaerca B 8—16% cayuaes [9, 10].

OmHaKO OTCYTCTBUE HACTOPOKEHHOCTH Bpa-
Yell IPUBOAUT K HEOIIPaBIaHHO HU3KOM BHIAB-
JseMocTu 3a00JieBaHUA Ha PAHHUX CTAAUAX
[4]. KpoMme TOTO, aMMUJIONI03 IO CUX IIOP HEOO-
OIleHMBaeTCA IMPAKTUYECKUMHU BpauaMHu Kak
MPUYMHA TAMKEJI0H cepaedHoil HeJOCTaTOUHO-
CTU, W, B INEPBYIO OoUYepeab C COXPaHEHHOI
(paknueiit BeiOpoca. Kak mpaBujo, nQuarHos

aMUWJIOU03a, €CJU U CTABUTCS, TO Ha JAJIEKO
zarefiieil cragum 3abosieBaHuA. B HacTos-
Iee BpeMs CYIIECTBYIOT KH3HecIlacaloliue
CXeMbl JIeUeHN A, I09TOMY KpaliHe BasKHa paH-
HAA HeWHBa3WBHAA AUWArHOCTUKA aMUJIOUL-
HOI KapJUOMUOIATHN.

ITepBbie sxoKapauoOrpadpuuecKre HaXOAKHU
IPU CEPIEUHOM aMUJION03€e OmrcaHbl B 1975 1.
[11]. ABTOPBI OTMETUIN HOPMAaJbHBIE pa3Me-
pe1 JIGK B quacrosy m ymMeHbIIIEHUE CUCTOJIU-
YeCKOTO pasMepa, CHHKeHUE aMIJIUTYIbI
IBUKEHUSA CTEHOK U NePUKapPAUAJbHBINA BbI-
mot. B 1976 r. C. Child u coasr. [12] ontucanu
CUMMETPUUYHYIO Tuneprpoduio creHok JIFK
W HOpMaJIbHbIE WJIU YMEHBIIIeHHbIEe pasMephl
JIK mpu oTcyTcTBUUM apTepuaibHON Tuiep-
TEH3WW ¥ AaOPTAJbHOT'O CTEHO3a, a TaKiKe
OTCYTCTBME CUCTOJHUYECKOTO YTOJIIEHU
MEXKIKeJYIOUKOBOI IIePeTOPOAKN U ee Jaua-
cToauuecKoro ucronuenua. C Tex mop mMHTE-
pec K AUArHOCTUKE aMUJIOW03a C IIOMOIIIBIO
axokapauorpadpuu (9xoKI') He yracaer.

Kaxk wusBecTHO, CyIlecTByeT IIeJbIH pPALI
3a00JeBaHUM, IPOTEKAIOINX C (PeHOTUIIOM
runepTpoduu, YTO ABIAETCA OIIPeNeeHHOM
npobJiemoii, Tpebdyolei guddepeHIIaANIbLHON
IuarHocTuku. VI XOTA caMbIM YYBCTBUTEJb-
HBIM METOJOM JAUATHOCTHUKUN aMHUJIOUI03a
" “30JI0TBIM CTaHAAPTOM” ABJSAETCA OUOICUA
muokapaa [13, 14], cyiiecTByioT HeMHBa3UB-
Hble KPUTEPUU AaMUJIOUIHOTO IOPaKeHU:d
cepliia, BBIABJsSIEMBble ¢ MOMOIbI0 OxXOKT,
B TOM YHCJie C IPUMEHEeHWEeM COBPEMEHHBIX
YABTPaA3BYKOBBIX TexHOJIOTUM. g cBOeBpe-
MEHHOTO BHISIBJIEHUA 3a00JIeBaHUA pelaiolee
3HaUeHVe MMEIOT TaK HasbIBaeMble KpacHBIE
(yarm — TpUBHAKU, MPU3BIBAIOIINUE 3aIOM0-
3puTh 3aboJjieBaHWE W BKJIOUUTH aMUWJIOUIO3
B fuddepeHIMANbHYIO JTUATHOCTUKY .

Ilo mamubiM Me:XayHapomHON KOHCEHCYC-
HOII TPYNIIBI CHEIUAJNCTOB II0 aMUJIOULO3Y
aMUJIOUI03 JOJI)KEH OBITh 3aIl0f03PeH Npu
TOJIIIIHE MEKIKeJYAO0UKOBOM IIepPeropogKu
u sanueit crenku JIGK > 12 mm (puc. 1) nipu
OTCYTCTBUU JPYTUX MOTEHIINANbHBIX MPUUNH
runeprpoduu [15]. M'uneprpodusa, Kak mpa-
BUJIO, HOCUT CUMMETPHUYHBIA XapakTep.
“3epHUCTBIN OgecTAmuii” BUJ MMUOKapna,
onucauabiii B 1981 r. [16], HA cerogHAIITHUIA
JIeHb UMeeT HU3KYIO CIelu()MIHOCTh B CBABU
Cc IpUMEeHEeHUEM PeKuMa TKaHeBOIl rapMOHU-
Ku. Tak Kaxk AJA aMUJIOUA03a XapaKTEpPHO
OMBEHTPUKYJIAPHOE IIOpaKkeHrne, He00X0 MO
WCKJIIOUATh TUNEPTPO(GUI0 W IPABOTO KeJy-
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Puc. 1. JIByXMepHBIII peKUM. a — aNuKajIbHad UYeThIpeXKaMepHasd MO3UIUS B TUACTOJNY KEJYTOUKOB.
Bripaxxennasa runeprpoduda JIGK; 6 — mapacreprHanbHaa nosunuda no giruHHOHR ocu JIVK B guacrosry — Tosrmmu-
Ha MEeKiKeJyIOUKOBOU meperopoaku u 3agHei creHku JIMK > 12 MM, TOJIMHA CTEHKHU IIPABOTO JKEJIyZoUuKa
> 5 mM. CTpesiKoii MoKasaHa CTeHKa IPAaBOTO JKeJTyI0UKa.

MV E Vel 069 m's
MV A Vel 0.20m's
MV E/A Ratic  3.47

Puc. 2. a — 1ByXMepHBIA pe:KuM. ANKa/JIbHASA IPOMEKYTOUHAS MO3UIUA C IPUIEJIbHBIM BhIBEJeHNEM YIIIKA
JIEBOTO TIpeficepAusd: TPoMO (ITOKa3aH CTPEJJIKOI) B VIIIKe JIEBOTO IIPEICEPAA IIPU CUHYCOBOM PUTMeE; 6 — UMITYJIb-
CHOBOJIHOBOM JTONIIJIEPOBCKUY PEKUM TPAHCMUTPAJILHOT'O KPOBOTOKA. PeCTPUKTHUBHBIN XapaKTep HAIIOJTHEHU A
JIZK ¢ peskuM CHMIKeHHEM aMILIUTYAbI IUKa A (IIOKa3aH CTPEJIKOH) (CKOPOCTh MO3JHEr0 AMAaCTOJIUYIECKOTO

"anosuenusa JIZK makcumaabuo 10 20 cvm/c).

mouka [17]. Ormeuaercs, uTo yem 06oJjiee BBI-
pakeHa amMuJougHasA WHPUIbTpAIUA MUO-
Kapjza, TeM 0OJIbIIle TOJIIIINHA CTEHKHY IIPaBOTO
JKeJIyLOUKa CO CHUMKEHUEeM ero CUCTOJINYec-
Kout pyHKIuu (cMm. puc. 1).

IIpu cepmeunom amMmaou03€ TPOUCXOTUT
UHQUIbBTpaANusa He TOJBKO MUOKapAa XKeJyy-
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IOYKOB, HO u mnpencepauii. Ilo paHHBIM
S. Dubrey u coaBt. [18], 5T0 BBI3BIBaeT UX
IUC(YHKIIMI0O B BUAe “MexXaHUUYECKON ocTa-
HOBKHU’ U TPOoMOOOOpasoBaHUeE Take IIPU CH-
HycoBoM putMe (puc. 2). MexaHudyecKas quc-
GYHKIIUA Ipeacepauil IPOABISAETCS PE3KUM
CHIKEHVEM aMILIUTYJbl IMuKa A (CKOpPOCTH
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MIO3THETO AUACTOJTUUYECKOT0 HATIOJTHEHUA TPAHC-
MUTPAJbHOTO IIOTOKA B PEXKUME HMIYJIbC-
HOBOJIHOBOI nomnmieporpa)mi) WJINA IIOJHBIM
ero orcyrctBueM (cMm. puc. 2). Takike mpu
WCCJIeOBAHUMN TPAHCMHUTPAJBHOTO IIOTOKA
B peKUMe UMIYJIbCHOBOJHOBOM JOIIILIeporpa-
¢uu peructpupyetcd coorHomienue E/A > 1,5
(muk E — cKOPOCTb PAHHETO AMACTOJIUUECKOTO
HanoysiHeHuA JIVK) U BpeMsa 3amMenIeHUs TUKA
E < 150 mc) [18, 19]. 9Tomy cmocobCTBYyeT
U BbICOKOe naBiyienme HamoaueHusa JIJK. Ilpu
WCCJeNOBAHUN AUACTOJNUYECKON (QYyHKIIUUN
JIJK ompenensercs ee HapyliieHue 2-#U crelme-
HE 1 60Jiee [20].

C muuIbTpanmueil MUOKapaa Ipeacepauni
CBSBAHO W YTOJIINEeHUE MeKIIPeICepaHoll Iie-
peropoaku [21].

E1e omauM nposiBiieHMeM aMUJIOUTHOM WH-
burbTpanuu MuoKapAa SABJISAETCA CHUMKEHUe
nponoabHO# (yHKnuu JIGK, ompenensemoe
NMIIYJIBCHOBOJITHOBBIM PEXMMOM TKaHeBOﬁ
Jorieporpaduu Ha MequaabHON yacTtu (huod-
PO3BHOTO KOJbIla MHUTPAJbHOTO KJallaHa.
CHUKeHUe CKOPOCTel BCceX IMUKOB MABUMKEHUSA
MeaAuaJbHOM YacTu (puOPO3HOTO KOJIbIIA MIT-
pasbHOTO KJaamaHa <5 ¢M/C — CUCTOJIUUYECKOTO
s’, paHHero AUacTOJUUYECKOTO e’, I03JHEero
nuacroauydeckoro a’ (mpasuio “5-5-5", puc. 3)
CBUJIETEJIBCTBYET O JaJIeKO 3allleIneil cTaguu
3aboseBanud [22].

C mosiBneHMEM BO3MOIKHOCTHU HCCJIEI0BaTH
nponmosbHyI0 pnedopmaruio Muokapaa JIGK
U MeXaHUKY CepAlla B IeJIOM 39Ta MeTOAUKa
CTajsla aKTHUBHO IIPDMMEHATHCA Yy IIaIlMEeHTOB
¢ runeprpo@uuecKUM (PEHOTUIIOM C IleJIbI0
IuddepeHIUATIBLHON qUarHOCTUKY [23—27].

B 2012 r. BuepBble 6bL1 onucaH (eHOMEH
“anMKaJbHOTO CIIappuHTa” y MOaI[MeHTOB
¢ ammwiIongHoOU Kapaumommonartueit [28]. Ilpu
WCCJIeIOBAHUY ITPOJOJHBHOU CHUCTOJUUYECKOMN
nedopmanuu (LSS — longitudinal systolic
strain) Muokapna OBLIO BBHIABJIEHO ee OoJiee
3HAUMMOE CHUKEeHUe B 0a3aJbHBIX U CPEIHUX
cermenTax JIJK oTHOCHTeNIbHO amMKaJIBHBIX
cermeHTOB. C ITOMOIIBI0O MATHUTHO-PE30HAHC-
HOU Tomorpaduum cepaila aBTOpaMU OBIIO
IMOKasaHo, YTO HAKOIJIEHe aMUJIOUa, B Iep-
BYIO ouepenb, IIPOUCXOAUT B 0a3albHBIX CEr-
menTax JIJK, a anukajlbHbBIe CeTMEHTEI OCTa-
IOTCSA COXPAHHBIMU Jajke Ha MO3THEeH cTaguu
3aboneBaHusi. OTHOIIEHUE CpeAHEro 3Haye-
HUSA IIPOAOJBHOI CHUCTOJMUYECKOH medopma-
nuu BepxyuieuHblx (LSSap) cermentoB JIFK
K cpefHEeMYy 3HAUYeHHUIO IIPOAOJBHOM CHUCTO-

Puc. 3. MOy I5CHOBOJTHOBOIT PEXKUM TKAHEBOM
pommyeporpaduu MenUAaIbHON YacTu (GuOpos-
HOTO KOJIbIla MUTPAJBLHOTO KJjalaHa W3 allu-
KaJbHOU UeThIpexKaMepHou nos3uiuu. [IpaBuio
“5-5-5": cHMIKeHUe BCeX MUKOB < 5 cM/c (CUCTO-
JUYECKOro s’, paHHero AMAaCTOJHUYECKoro e,
MO3HEr0 JUACTOJUUECKOro a’).

Mk Systolic Strain

ANT_SEPT

Puc. 4. denomen “anuKaJbHOro crappuHra”

B pexxuMe CcHeKJ-TpeKuHr-dxoKI': marrtepn
“ObpIubero riasa” ‘“BuIlleHKa Ha TopTe”, cpeaHee
LSSap/cpenguee LSSmed+bas > 1. Crpenkoit
MOKa3aH TPaAMWeHT IPOAOJbHOH aAedopmanuu
MEKIKEeJYIOUYKOBOM MePeropogKyu OT OCHOBAHUS
K Bepxyiike LSSapIVS/ LSSbasIVS > 2,1.

JUYecKoil medopMaliuyu MeIUAJbHBIX U Oa-
3aJIbHBIX cerMeHTOB (LSSmed+bas) Gosee 1
C YYBCTBUTEJbHOCTBIO 93% U crernuuuHo-
cTeio 82% CBUAETEILCTBYET 00 aMUJIOULHOM
nopaxkeHum ceppamna. Cxema “Oblumit riaas”
uMeeT IIPU 9TOM XapaKTEePHBIN BUM “BUIIIEH-
Ka Ha TopTe” (puc. 4).
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B 2013 r. Obl1 OpensioKeH erle OaWH WH-
JIeKC, OCHOBAHHBIN Ha HuccienoBaHuu aedop-
MaIlluy MHUOKapAa: OTHOIIIeHNEe 3HAUEHUA IIPO-
IOJIBHOM CUCTOJUYECKOIl nedopMaIuu B alu-
KaJbHOM CEerMeHTe MEKIKeJyIOUKOBOU Iepe-
ropogku (LSSaplIVS) K 3HaUEHUIO IIPOJOJIH-
HOII cucTosmuecKoi medopmanuu B 6asaib-
HOM CerMeHTe Me:KyKeJYIOUKOBOU Iepero-
ponku (LSSbasIVS) (cm. puc. 4). 3HaueHuUE
ITaHHOTO MOoKasaread > 2,1 cBUIAETEIbCTBYET
00 aMuJIOUI03€ CEPAIlA C YYBCTBUTEIBHOCTHIO
88% wu cuenuduuHocThio 85% [29]. Ucmouib-
3yd IIPU 9TOM 3HAUEHUE BPeMeHU 3aMeIJIeHU A
nuka E < 200 mc, aBTOpPhI HCCJEIOBAHUA
MOBBICUJIA  CHENUMPUUHOCTH KPUTEPUd
LSSapIVS/LSSbasIVS no 100%.

ITo maHHBIM MYJBTHUIIEHTPOBOTO WCCJIEN0-
BaHud [30], y manueHTOB ¢ CHCTEMHBIM aMMU-
JIOUZ030M W y HAIlUEHTOB ¢ Tumeptrpoduyec-
KuM (DEeHOTUIIOM Oblja IIPeIoKeHa dXOoKap-
nuorpaduueckasa IIKajga BEPOATHOCTH aMU-
JIOUJHOTO TopaskeHus cepana. [aa Takux
napamerpoB, Kak OTC (oTHOCHUTeNbHAA TOJ-
muHa creHoK JIGK), E /e’ (orHOomeHue nuka K
TPAaHCMUTPAJIbHOTO TMOTOKA K CKOPOCTU ABU-
JKeHusA (GuOPO3HOTO KOJbIla MUTPAJBLHOTO
KJIallaHa B PesKUMe UMITyJIbCHOBOJIHOBOM TKa-
HeBo#l mommieporpadun), TAPSE (cucroam-

yecKas 9KCKYPCHUA IMJIOCKOCTU KOJIbIla TPUKY-
COUIATBLHOTO KJAallaHa), TJ100aabHasa IPOJ0JIb-
Has cucroaudveckada nepopmarnua (GLSS —
Global LSS) JIJK u oTHOIIIeHe 3HAUCHUS -
dopManuu B aluKaJIbLHOM CEIMEHTE MeyKiKe-
JYTOYKOBOI IEPEeropoAKy K 3HAUYEHUIO [e-
dopmalnuu B 6a3aIbHOM CEIMEHTE MEXKIKeIy-
JIOUKOBOII IIeperopoAKu, ObLia OIpeaeseHa
auarHoctTuueckas s(ppeKTUBHOCTh B OaJrax
(rabu. 1).

HManHasa OajIbHAad IITKaJIa BOIILJIA B IIO3UI-
OHHBIA JOKyMeHT paboueii rpynnbl ESC mo
3a0o€eBaHUAM MUOKapaa u mepukapmaa [31].

Bpuranckoe o01ecTBO sXOoKapauorpaduu
He PeKOMEeHJyeT OIleHKY B 6ajliax, a mpeajia-
raeT OmpenesaATh CTeIleHb BEPOATHOCTH Cep-
JIeuHoro amuaoumosa (Tadba. 2) Ha OCHOBAHUU
sxoKapauorpapuueckux Kpurepuesn [32].

B poccuiickoe mpaKTuuecKoe PyKOBOICTBO
IO AWATHOCTUKE M JeUeHWIO0 TPAHCTUPETHH-
aMUJIOUIHON KapAUOMUOIIATUY U IIPOEKT PEKO-
MeHganuil 1o JedeHuio cucrtemHoro AL-
aMMJIOU03a B YUCJO0 “KPaCHBIX (PJIaroB” BKJIIO-
YyeHbI TOJMIMHA cTeHOK JIJK, cHUKeHHas mpo-
noabHasa pedopmanua JIK u penomen “anm-
KaJibHOTO criappuHra’) [4].

E.D. Pagourelias u coast. [33, 34] moka-
3a/I1 3HAUUMYIO 3(h(PEeKTUBHOCTL TAKOI'O II0-

Taoauua 1. IlIkana sxokapaguorpauuecKuxX KPUTEPHUeB BEPOATHOCTH CEPAEUHOr0 AMUION03a C IIOATBEPIKICH-

HBIM OMOIICHell SKCTPAKaPANATIbHBIM aMUJIOMI030M

IIpu HeoObAcHUMOI ToaIrHe cTeHOK JIVK 1 > 12 MM mirroc 1 min 2:
1.XapaxTepubie napamerpsl OXoKI' (>2 u3 a, 6 u B JOJIKHBI IPUCYTCTBOBATH)
a — 2-s cTeleHb UIu 0oJee JUACTOINYECKON TUCHYHKITUT
0 — cHM)KeHUe MUKOB s’, ¢, a’ <5 cm/c ?
B — cumkenue GLSS <—-15% (B abconroTHOM 3HAUEHUN)

2. MynsTunapamMmeTpuueckas ojeHKa: =8 6aJI0B

a — OTHOCUTeJIbHAA ToJinuHa creHok JIGK > 0,6

6-E/e’>114
B— TAPSE<19mm °

r— GLSS <—13% (B abcomtoTHOM 3HAUEHUN) 3

n— LSSapIVS/LSSbasIVS > 2,96

3 bajia
1 6amn
2 baJna
1 Gasn
3 basma

Ilpumevnanue.
1L JIJK — J1eBbIH JKeIyLoueK.

2 $ — CUCTOJIMUECKU UK, € — DAHHUU AUACTOJIUYECKUN MUK, @ — MO3THUA AUACTOJNYECKUN INK B UMITYJIbCHOBOJI-
HOBOM peKMMe TKaHeBO# qomnrieporpaduu Ha MeIUaJIbHON YacTu GrGPO3HOro KOJIbIla MUTPAJBHOTO KJIalaHa.
3 GLSS — riiobanbpHasA MMpomoJbHASA cucToanuecKkan nedopmarus muokapaa JIFK.

41 E/e’ — orHomienne nuka E TpaHCMUTPAJIBHOrO IOTOKA K CPEHE CKOPOCTH ABUKEHNUs 6a3aJIbHOTO CerMeHTa 00KO-
BOI CTEHKU 1 MEXKIKeJTySOUKOBOM EePErOPOAKY B PesKUMe NMITYJILCHOBOJTHOBOM TKAHEBON AONILIeporpaduun.

5 TAPSE — cucrosmyecKasi 9KCKYPCUs IJIOCKOCTU KOJIbI[A TPUKYCIUAAJIHLHOIO KJamaHa.

6 LSSapIVS / LSSbasIVS — orHoteHue 3HaUeHUs Aed)OpPMAIMU B AINKAJIHHOM CEI'MEHTe K 3HAUEHUIO Aed)opMaInu

B 6a3aJIbHOM CETMEHTE MEeKIKeIyA0UKOBON IePEroPOIKHI.
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Ta6auna 2. BeposaTHOCTh aMUJION103a CEP/Ila B 3aBUCUMOCTH OT 9XOKapauorpapuuecKkux moxasareseii [32]

BepoAaTHOCTH cepreuyHoro
aMHJIONI03a

IxorapauorpaguuecKuii moKa3aTeib

Huskasa BepoATHOCTH

ComMHUTEIbHAA

Bricokas BEPOATHOCTDH

Hopwmasbuas Tosmuaa crenok JIVK 1

HopmanbHble pasMepsl Ipeacepauii

Cropocts e’ lat uiu e’ bas? > 10 cm/c

Hopmanbusie suauenus GLSS? u orcyTerBre heHOMeHA
“amMKaJbHBIN CIAPPUHT”

CMmerraHHBIE TTAPAMETPHI

VBenuuenue ToauHel creHoK JIVK !
Cumxernne GLSS? ¢ Hanuunem (peHoMeHA “anuKagbHBIN cIapPUHT”
3-4 cTeneHb AuacToandeckoit aucyurmmu JIK !

ITpumeuanue.
LJIK — ;meBbI sKeayoouex.

2 ¢’ lat — CKOPOCTH ABUKEHUS 0a3aJIbHOI0 CErMeHTa OOKOBOM CTEHKY B PEKMMe UMITYJIbCHOBOJHOBON TKAHEBOM
ponmieporpadun; e’ bas — CKOPOCTh ABUKEHUS 0as3ajbHOT'O0 CErMEHTA MEXKIKeJYIOUKOBOU IIeperopoaKku
B PEKUMe UMIYJIECHOBOJTHOBOM TKAHEBOU AOMIILIeporpadum.

3 GLSS — riobanpHasa MpogoabHAA CUCTOANYECKas Aedopmanusa Mmuokapga JIGK.

KasaTeJss, KaK OTHOIIIeHUe (PpaKIiuu BeIOpoca
K sHaueHuio GLSS JI3K (PB/GLSS), B kaue-
cTBe nuddepeHnajIbHOI0 KPUTEepusd y naiu-
eHTOB ¢ runepTpodueii JIFK, B uacTHOCTH ¥ Ta-
IUEeHTOB C CePAeYHBIM aMUJIOUI030M U T'AIIEP-
Tpoduueckorrt kKapaumomumonarmeirr (I'KMII).
3HaueHUe NAHHOTO MOKasaTeis > 4,1 mo3Bo-
aset nuddepeHITuPOBaTh 3TU ABA COCTOSAHUA.

IIpu amuioumose cepala HapyIIeHUe
¢yuKIUYU Jeoro npexacepaus (JIII) BosHuka-
eT 110 ABYM HNPUUYMHAM: IIOBBIIIIeHNE JaBICHII
"HanosHenua JIJK n “mexanmueckas ocTaHOB-
Ka” BeaencTBUE WH(MOUILTPAIIUU aMUJIOUIOM
[18]. K. Nochioka u coast. [35] ¢ momoIIbI0
cuekJ-TpeKuHr-9xoKI' mcciemoBanu Bce (da-
3oBble (pyurmunm JIII (pesepByapa, KoHAyUTA,
HACOCHYI0). ABTOpPHI MOKa3aJud, YTO IIPU Cep-
IeYHOM aMUJIONA03€ MPOUCXOAUT CHUMKEHUE
Bcex dyaknuii JIII, mpuuem Gojee TAKeOe
HapymieHue gedopmariun JIII KopperupoBaao
c Oojiee TAKeNIBIM HaPYIIEHWEM CHUCTOJIHUYE-
CcKoll 1 guactoanueckoit pyuxnuii JIJK. B ca-
3U C 9TUM y IAIEeHTOB C aMUJOUIHOMN Kap-
IUOoMUOIIaTHEN OKUJaeMble 3HaUeHus aedop-
mamuu JIII < 19%, uro coorBercTByeT 2-it
crenieHu u 6oJiee UACTOJIUYECKON AUCHYHK-
nuu [35, 36]. AToT hakT errie pas MOATBEP KA~
eT, uTo MHOPUIbTPAIUSA aAMHJIOUIOM IIapa-
aenbHo yxyamiaer pyarnuioo JIFK u JIII. Ilpu
STOM aBTOPHI HE BLIABUIN KOPPEIAINT MEKIY
suauvenuem gedopmarnuu JIII u ero pasmepom.

CkpyuuBanmue 1 pacCKpydynuBaHUE ABIAIOTCA
BasKHBIMU napamerpamMu Qyuknuu JIJK, mos-

TOMY IIOSABJISIETCS BCe 00JIbIIe PAOOT 10 UX KC-
CcJeIOBAHMUIO IPU AMUJIOUTHON KapAUMOMUIOIIa-
tuu. B pa6ore G. Nucifora u coasr. [37] 6bL1H
MOKAa3aHbI 60Jiee HU3KIE 3HAUCHUSA CKPYyUYHBa-
HuA JIZK y manueHTOB ¢ cepAeuHbIM aMUJION-
Io30M B cpaBHeHHU ¢ namumeHtamu ¢ I'KMII:
11,3 = 4,0°n 18,9 = 6,7° (p < 0,001) coor-
BETCTBEHHO, a MNKOBOE 3HAUEHUE CKPyUYHnBa-
Husa <15,6° ¢ uyBcTBUTENBHOCTHIO 85% u
cuenupuurHoctbio 80% cBUmeTeIbCTBYET 00
aMUJIOUTHOM HopaskeHum cepaia (puc. 5).
Tax Kak CKpyuYMBaHNE ABJSAETCA pPe3yJbTa-
TOM 6a3aJbHON 1 AaNUKaJbHOM POTAIlUU, aB-
TOPBI ITOKA3aJIN, UTO 3HAUCHNE CKPYUYNBAHUA
JIJK cBABaHO CcO 3HAUUTEIBHBIM CHUKEHUEM
UMeHHO 0OasaibHOII poranuu. B mcciaemosa-
Huu MAGYAR-Path Study y 6 us 10 namuen-
TOB C CePAeUYHBIM aMUJIOUA030M ObLIO BEISABJIE-
HO OJHOHAIIPABJIEHHOE ABUKeHMNe 0a3aJbHBIX
U anuKaIbHBIX cerMenToB JIVK, Tak HasbIiBae-
MbI#I (peHOMEH PUTuUAHOU poramuu [38, 39].
JTo elrle pas MOIUEPKUBAET TOT (haKT, UTO IPU
CepIevYHOM aMMJIOUI03€ OTJIOMKEHNEe aMUJIOU-
Ila, B IIEPBYIO OUuepelb, IPOUCXOAUT B 0a3aIb-
HBIX CeTMeHTax.

PackpyuuBaHue sABIdeTCA BasKHBIM IIOKa-
3areseM guactosndyeckoir pyurnuu JIK, Trak
KaK co3JaeTcs BHYTPUIKEIYIOUKOBBIN I'palu-
€HT JAaBJIEeHUS, UYTO CIOCOOCTBYET AKTHUBHOMY
IpucacbIBAHNIO KPOBU U3 IPeCcepaAnii B Haua-
Jae nuactogbl [40]. ¥V mamueHTOB ¢ cepaedHbIM
aMMUJIONU030M CHUIKAETCSA CKOPOCTh PACKPY-
YMBAHUA U YBEJIWUYUBAETCA BPEMSA OO0 IIHUKA
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CropocTe TEICT (rpag/c)

TewcT {rpan)

Rotbas -1

Puc. 5. a — rpaduxu ckopoctu poranuu ocHoBauud JIJK (posoBasd InHNA), CKOPOCTH poranuu Bepxymiu JIGK
(rosy6asi TMHUA) U CKOPOCTHU CKPYYUBAHUA UIU TBUCTA (0esasd JUHUA); CHUKEHIE CKOPOCTH PACKPYUYUBAHUA
U yBeJInUUYeHVe BpeMeHH J0 IINKa pacKpyduBaHusd; 6 — rpaduxu poranuu ocHoBauusa JIGK, poranuu BepxyIiKu
JIVK u ckpyumBaHUA WJIM TBUCTA; CKpyumBaHue JIJK co 3HAaUMTEIbHBIM CHU)KEHUEM 0a3ajbHON DPOTAIUU.
Rotbas — 6asanbuas poranus (posoBas aunus), Rotap — anukanbHas poranusd (roayoas JUHU).

PacKpyuYMBaHUA B CPABHEHUU C IIAlleHTaAMU
¢ 'KMII (-83 =+ 42°/c nporus —107 = 37°/c
u 146 = 30 mporus 133 = 23% OT CHUCTOJBI
JIJK cooTBeTCTBEHHO), a 3HAUEHUE CKOPOCTHU
packpyuuBaHua >—81°/c xapaKTepHO I ma-
IUEeHTOB C aMHJIOMUI030M C UyBCTBUTEJILHO-
cteio 55% wu cumemuduunocteio 90% [37].
AHajloruYHbIe JTaHHbIE OBIJIM TOJYyUYeHBI
A. Vitarelli u coasr. [41].

XoueTcd ellie pa3 MOTJUEPKHYTh BasKHOCTh
pPaHHero BBLIABJIEHUS BBIIIEONNCAHHBIX KPU-
TepueB, TaK KaK OHU MMEIOT He TOJbKO Auar-
HOCTHUYECKOe, HO U IPOTHOCTUUECKOEe 3HaUe-
Hue. Takue mokasarean, Kak HHAEKC 00beMa
JIIT > 42 mu/m? u GLSS JIdK < -12%, npo-
THOSUPYIOT OU€Hb HU3KYIO MeJuaHy BhIXKUBa-
emoctu (MeHee 6 Mmec) y mamueHTOB ¢ AL-
amusousosom [42].

SARJIIOYEHUE

ITopa:xeHnue cepama aMuiIoMI030M IO Ha-
CTOAIIETO BPEMEHU OCTAETCA HeAOOIeHEeHHOI
OPUYNHON THAMKEJIONW CeplevyHOll HeIOCTATOU-
HOCTHU. [lMmarHo3 aMmjaoug03a cepala AOJKeH
OBITH UCKJIIOUEH y BCEX ITaIleHTOB C OBICTPO-
IporpeccupyroIleil cepaeuyHol HeJOCTaTOUHO-
CThI0, 0OCOOEHHO B TeX CJIyUasX, KOTZA ee CTe-

30

IIEHb HE€ COOTBETCTBYET CTEII€EHU CHUMXEHUA
cuctrosundeckoir pyHKmuu. M1 xoTd “30J0ThIM
CTaHIApPTOM” TUATHOCTUKU aMUJOUIHOMN Kap-
INOMUONATHUN OCTaeTcs OMOICUsS MUOKap/a,
Ha CeI"O]_IHHI_HHI/Iﬁ J€Hb 3HAYUTEJIbHO PaCIIu-
PUJiIrChb BOBSMOXHOCTHN HeI/IHBaSHBHOﬁ Anarao-
ctuku. CyIecTByeT IeJIbIA pAL YIbTPa3ByKO-
BBIX “KpacHbIX (pyraroB”, a TaKkKe UX coUeTa-
HUe, YTO MO3BOJIAET 3aII0403PUTh AaMUJIOUTHOE
IIOpaXeHue cepana 1M HMHUIUMPOBATH OJaJib-
Helillee oOcJieIoBaHYe IalleHTa.
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Amyloidosis is a systemic disease caused by accumulation of insoluble amyloid proteins in the tissues.
Cardiac amyloidosis (CA) lead to a severe heart failure, which is often therapy resistant. The severity of
heart failure does not correspond to the degree of decrease in systolic function of the left ventricle, since
diastolic function is more impairing. Early diagnosis of cardiac amyloidosis is important due to the pres-
ence of treatment regimens for this disease nowadays. The “gold standard” for cardiac amyloidosis
diagnosis is myocardial biopsy, but non-invasive diagnostic methods are also of great importance. The
aim of the article is a review of the ultrasound signs of cardiac amyloidosis, including the use of modern
technologies, which helps to suspect CA to provide a further examination.
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