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KNMHU4ECKUE MACKWU AMWUJIOUA03A C NOPAXXEHUEM CEPALA: OCOBEHHOCTU AUATHOCTUKHN

HA COBPEMEHHOM 3TAIME

Bnaroea O.B., Hegoctyn A.B., Cepos B.T1., Korax E.A., Mawa C.MN., farapuHa H.B., Anuesa U.H., Cenos A.B., Llaperopoaues J.A.,

Kynukosa B.A., LLlenenesa H.E., Capkucosa H. [1.

Mpu ammnonao3e NopaxeHve cepaua xapakTepHo rnaBHbIM 06pa3omM ans AL-Tuna,
npu KOTOPOM 6enkKoM-NpesLIECTBEHHUKOM SBASIOTCS Nerkue Lenu MMMyHornooy-
JIVHOB, U TPAHCTUPeTNHOBOro (TTR) TMNa, MyTaHTHOrO UK JMKOrO (CTap4eckoro
cuctemHoro). Hanbonee TMNNYHOM KNUHWMYECKOW HGOPMONE CHATAETCS PECTPUKTYB-
Has kapamomuonatus (PKMM).

Llenb. PaccMOTpeTb BO3MOXHOCTYM AMArHOCTUKW HA COBPEMEHHOM 3Tare, KoTopble
PacLUMPUINCh 3a CHET BHEAPEHNS HOBbIX METOA0B.

Marepuan u metoapl. 5 naunentam 40-79 net ¢ pa3nuyHbIMU MOPHO-YHKLMO-
HabHBIMM BapuaHTaMy MOPaXeHWs cepaua v TUMUYHBIMK n3MeHeHusmn Ha 9K
(Hn3kmin BonbTax QRS, komnnekchl QS, HeQOCTaTO4HOE HapacTaHue 3y6uoB R,
OTCYTCTBME NPU3HAKOB rnepTpodum NeBoro xenyanouka, JK) ¢ uenbio Bepuduka-
LMK NpeanonaraemMoro ammnonaosa cepaua BoinonHeHsl 90K, MMMYHOrMCTOXM-
MWYeCKOe WCCNefoBaHMe KPOBM M MOYM Ha Nerkue ueny UMMYHOrno6YynIuHOB,
6roncus NOAKOXHOIO XMpa 1 CAM3MCTOol AecHbl/kuwku, MCKT cepaua (n=3), MPT
(n=1), cumHtUrpadus ¢ ggTC-I'IVIpOd)OCd)aTOM C OLIEHKO yepe3 1 yac nocne Beeae-
HUS MHamKaTopa (n=1), aHaomuokapananbHas 6roncus (n=2), onpeseneHue TMTpa
aHTUKapananbHbix aHTuten (n=2), AHK-auardoctuka (n=1).

Pesynbtathl. [JnarHo3 aMnnonaosa cepaua Bo BCEX Cyqasx NOATBEPXAEH. Ero
Mopd0-dyHKLMOHaNbHLIMY BapuaHTamu 6binv PKMI ¢ runeptpodueit JIX, runep-
Tpoduyeckas kapanomuonatus (TKMIM) 6e3 nprsHakoB PECTPUKLMK, HO C NPO-
rpeccupyiowmm nagexrem epakuyy Beibpoca (PB) JTXK, aunataumoHHas kapavo-
muonatus (OKMM), BbipaxeHHas runeptpodus ¢ pecTpukumein n Huskon OB,
MUHUManbHas runeptTpodus 6e3 PecTpukLMM W CUCTONNYECKON AMCHYHKLMM.
[varHoctvposanbl AL-Tin (n=2, B OAHOM C/ly4ae C MuonaTmeit, Kotopas UMUTUPO-
Bana KapTuHy “Aepmatommo3aunTa”), MyTaHTHbIi TTR (n=1, HoBas MyTauus
Thrd0Asn) n gukuii TTR (n=2) Tunbl. BeaylwmmMmn KAMHUYECKUMU NPOSIBNEHUSAMU
cTanu 6VMBEHTPVKYNsipHas ceppeyHast He[OCTaTOYHOCTb W NPeLCepaHble HapyLue-
HUS pyUTMa: YCTOMYMBAs MepLaTenbHas aputMus y 3 60NbHBLIX (OLHOMY M3 HUX
[10 BEpudrKauMy ammnonaosa BoinosHeHsl PY-Moandukaums onepaumn “nabu-
PUHT”, ucTMyc-610k 63 CTOMKOro addekTa) 1 YacTas HagKeNyao4uKoBas aKCTpa-
CUCTONVS ele y OAHOW. BonbHOoMy ¢ MyTaHTHbIM ATTR umnnaxtuposan WK
¢ nocnepytoLleit 3ameHoii Ha CRT-D, nonyyeH npmpocT ®B ¢ 24% 0o 31% (naum-
eHT HabmiopaeTcs 8 net). B kauecTBe MOPGONOrMYECKOro SKBMBANEHTA THXENON
CUCTONMNYECKON ANCHYHKLMN Y HEFO MOXET PacCMaTpMBATLCS OTIIOXEHNE aMUI0-
uaa B MuokapaunanbHelx aptepusax. MCKT BbisiBuna TMnuYHoe cy6aHaokapavaib-
HOE OTCPOYEHHOE HakonneHue y 2 u3 3 60MbHbIX, B OAHOM Cllyyae OAHOBPEMEHHO
oTMedeHo anddysHoe HakonneHne 9ch-r||/|;:»oq>ocq)aTa B Muokapze. AHTuTena
K aapam kapauomuoumtoB (cneuuduyeckuii AH®) BoisBieHbl Y 60NbHOM ¢ AL-
Tunom n JKMI, 4T0 He NO3BONAN0 UCKITIOYUTL MUOKAPAMNT.

3aknioyenme. AMUNONA03 cepaLa MOXET MPosBASTLCS N0OLIM CTPYKTYPHO-
YHKUMOHANbHLIM BapuaHToOM kapavomuonaTuu, Bkatodas OKMIM. Havnbonee
cneunduyHa aucdodysHas runeptpodus ¢ pecTpukumenn u cHkeHvem OB,
Ho 6e3 punataummn JDK. PaHHee nafeHne COKPaTUMOCTM, CUMNTOMbI ULIEMUU
n gunataums JDK mMoryT 6biTb CNeACTBUEM aMUNOUAHOIO NOPAXEHNUS MENKMUX
apTepuid. Mpu Hannumm MoObIX CUCTEMHBIX NPOSIBAEHWIA B coueTaHum ¢ “FKMMN”,
“PKMM” n “OKMIM” ponxeH uckno4atbes ammnonaos. CumHturpadus mvokapaa

c 99Tc-ru/|po<1>ocq>aT0M MOXET MCNOb30BaTLCA A1 NOCTAHOBKM anarHo3a ATTR,
MCKT cepaua — B gmarHoctuke nioboro Tvna ammnonaosa. AMmMnonaos cepaua
MOXEeT COMPOBOXAATbCA 3HAYMMBIM MOBbILLEHVEM TUTPa crieumduyeckoro AHO
(BTOpPMYHAN peakLysi NGO COYETaHNE C MUOKAPAUTOM?).
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CLINICAL MASKS OF AMYLOIDOSIS WITH THE HEART INVOLVEMENT: MODERN DIAGNOSTIC ISSUES

Blagova O.V., Nedostup A.V., Sedov V.P, Kogan E.A., Pasha S.P., Gagarina N.V., Alieval.N., Sedov A.V., Tsaregorodtsev D.A.,

Kulikova V. A., Shepeleva N.E., Sarkisova N.D.

In amyloidosis AL-type the heart involvement is most common; this type is specific
with predecessor proteins of light immunoglobulin chains, transthyretin (TTR),
mutant and wild (senile) types. Most common clinical form is restriction
cardiomyopathy.

Aim. To assess the recent specifics of diagnostics, due to broader abilities of novel
methods.

Material and methods. Five 40-79-year old patients with various morpho-
functional variants of heart involvement and typical ECG signs (low QRS voltage, QS,
non-sufficient R increase, absence of left ventricle (LV) hypertrophy signs) to verify
the suspected amyloidosis, underwent EchoCG, immunohistochemistry of blood
and urine for light chains of immunoglobulines, biopsy of subcutaneous fat and
mucose of the gum/gut; MDCT of the heart (n=3), MRI (n=1), scintigraphy with

68



OPUI'MHAJIbHBIE CTATBA

gg‘Tc—pyrophosphate with assessment in 1 hour after indicator injection (n=1),
endomyocardial biopsy (n=2), titer of anticardial antibodies assessment (n=2),
DNA-diagnostics (n=1).

Results. The diagnosis of amyloidosis was confirmed in all cases. Its morpho-
functional types were RSMP with LV hypertrophy, hypertrophic cardiomyopathy
(HCMP) with no restriction but progressing fall of ejection fraction (EF), dilation
cardiomyopathy (DCMP), severe hypertrophy with low EF, minimal hypertrophy with
no restriction and systolic dysfunction. There was AL-type diagnosed (n=2, one case
with myopathy mimicking “dermatomyositis”), mutant TTR (n=1, novel mutation
Thr40Asn) and wild TTR (n=2) types. The leading clinical signs were biventricular heart
failure and atrial rhythm disorders: sustained atrial fibrillation in 3 patients (in one,
before amyloidosis verification, the RF-modification was done as “labyrinth” surgery,
isthmus block with no established efficacy) and frequent supraventricular extrasystoly
in one another. To the patient with mutant ATTR the ICD was implanted with further
replacement by CRT-D, and increase of EF from 24% to 31% was achieved (patient is
followed-up for 8 years). As the morphological equivalent of severe systolic
dysfunction in this patient the amyloid deposition in myocardial arteries could be
suspected. MDCT revealed typical subendocardial delayed deposition in 2 from 3
patients, in one case there was also diffuse deposition of 9ch—pyrophosphate in
myocardium. Antibodies to the nuclei of cardiomyocytes (specific ANF) was found in
a female patient with AL-type and DCMP, which made not to rule out myocarditis.

AMWIONIO3 HAXOOUTCS B TOJIE IIPHCTATLHOTO BHU-
MaHWSI MHTEPHUCTOB BCEX CIEIMAIBHOCTEl M OCTAeTCs
OTHOM M3 U3TIO0JICHHBIX TeM KIMHUIUCTOB U MOP(OI0-
roB JleBUubero 1o (KaK M3IaBHA HA3bIBAIOT KIIMHIIC-
ckuit ropomok Ilepporo MI'MY um. M. M. CeueHoBa).
Kapaomonoram 3TOT OMarHo3 3HAKOM TaK XXe XOPOIIIO,
Kak 1 HepposioraM, peBMatojioraM, HeBposoraMm. Coxpa-
HSISI TIOCTOSTHHYIO THAaTrHOCTUYICCKYIO HaCTOPOXKEHHOCTD
(“He 3HAEIIb, YTO MPOUCXOANT C CEPAIEM — HWIIN aMU-
JToMm03”), MBI OTMETWJIM, YTO B TOCJCOHUE TOIBI
HE TOJIBKO PacCIIMPWINCh HAIIW BO3MOXHOCTH THATHO-
cTuku amMmiIonmo3a (B PakymIbreTCKON TepareBTHIC-
ckoii kimmaNKe (PTK) mMm. B. H. Bunorpamosa Hagato
IIpOBeIeHNEe OWOIICMM MMOKAapaa), HO M ero TeUeHUe
BUIOW3MEHUIIOCH.

CeromHs MBI OBl HE B3SUIMCh OTHO3HAYHO CBSI3aTh
aMIWIONIO3 C PECTPUKTUBHBIM MJIN THUIIEPTPOPUICCKIM
THIIOM TTOpaXXeHUsI MIOKapaa. BeposTHo, B TiepByI0 ode-
penb 3TO CBSI3aHO ¢ boJiee paHHEH 1 T hepeHIINPOBaH-
HOW IMarHOCTUKOM, HO TaKXKe M ¢ pa3HOOOpasneM KITH-
HUYEeCKMX BapMaHTOB aMmiIongo3a. K BapmaHTaM
C YaCTBIM TTOpaXCHUSIM CepIla CerogHs OTHOcIT AL-
aMmwiIonno3 (Mamoratndeckas B-xieToyHas mucKpaswus
WIN MHUeJOMHas 0oJie3Hb, 00Jie3Hb BambpmeHcTpeMma),
TpaHCTUPETUHOBBIN (ATTR, MyTaHTHBIN 1 AUKUIA TUTIBI)
W M30JMPOBaHHBINM amuionno3 npeacepauit (AANF),
OCTKOM-TIPEAIICCTBEHHUKOM IIPU KOTOPOM SIBJISIETCS
MpeIcepaHbIii HaTpuitypetmaeckuit daktop [1]. Iox
CTapyYeCKMM aMIWIOWIO30M Cepalla IOHMMAIOT IUKWI
ATTR (cucremnusrit) mwmm AANF tumel. Ilopaxenue
cepiia BO3MOXKHO Takxke Y 5% G0TbHBIX AA-aMUIOUI0-
30M [2].

KnuHnyeckne TIpOSBICHMS aMIUIOMAO3a Cepala
MOTYT OBITH OOYCJIOBJICHBI MOPaXXCHUEM JIOOBIX CTPYK-
Typ — He TOJIBKO MHOKapaa (pedpaKkTepHas XpOHUYE-
cKas cepaedHas HemoctaTodHocTh, XCH, mporpeccupy-

Conclusion. Cardiac amyloidosis might present as any structural and functional
variant of cardiomyopathy, including DCMP. The most specific is diffuse hypertrophy
with restriction and EF decrease, but with no LV dilation. Early fall of contractility,
ischemia symptoms and LV dilation might be the result of amyloid lesion of small
arteries. In the presence of any systemic presentations together with “HCMP”,
“RCMP”, “DCMP” there must be amyloidosis ruled out. Myocardial scintigraphy with
9QTc—pyrophospha’[e is a method of use for the diagnosis of ATTR; MDCT of the
heart — for any type of amyloidosis. Cardiac amyloidosis might be followed by
significant type of the titer of specific ANF (secondary reaction or concomitance with
myocarditis?).
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myocardium, multispiral computed tomography of the heart
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[oIe HApYyIICHUS TPOBOAMMOCTH, JIOOBIC apUTMUM,
cHIkeHne BojibTaxa QRS m xkomrurekcsr QS Ha DKI),
HO ¥ 3HIO0Kapja (KJIaraHHbBIC TTIOPOKH ), TleprKapaa (3Kc-
CYIaTUBHO-KOHCTPUKTUBHBIA TIEPUKAPINT), KPYITHBIX
W MEJIKHUX KOPOHApHBIX apTepwit (WIneMus, WHMapKT
MuoKapaa). [MImoToHusT MoXeT OBITh CBSI3aHA HE TOJIBKO
¢ XCH, HO 1 ¢ aBTOHOMHOM OUC(hYHKIIAECH.

Hanee MBI IpeacTaBUM COOCTBEHHBIC KIMHWYCCKUE
HaOJIIOMEHNUsI, KOTOPhIC WITIOCTPUPYIOT HE TOJBKO BCE
BUJIbI aMUJIOUI03a CEPILIA, HO U Pa3IUYHbIE €ro MOpdo-
(byHKIMOHANBHBIE TIPOSBICHUS, YTO IIOTPeOOBAIIO
COBEpIICHHO pa3NMnYHol muddepeHInaTbHON THarHo-
CTHUKH B KaXXIOM CIIydJae.

KnuHnyeckmne mackm amunoungosa cepaua
(knuHNYeckue HabnOaeHNS)

1. Pecmpuxmuenas xapduomuonamus (PKMII) —
CUNTAaeTCs KIAaCCUMIECKUM (HamboJiee TUITMYHBIM ) TIPOSTB-
JICHMEM aMUJIONI03a cepama, 9YTo CBSI3aHO ¢ T dy3HOU
HOUIBTpael MIOKapaa aMJIONIHEIMYA Maccamu. Ee
MIPU3HAKHN HE TOJBKO HapyIICHWE ITUACTOJIBI
10 PECTPUKTUBHOMY THUITY, HO M YBSIMYCHUE IIPEACEep-
ouii. BMecte ¢ TeM, JOCTaTOYHO paHO HAaYMHAET Hapac-
TaTh runeprpodus JIZK, KoTtopass oTinMyaeT aMUIOUI03
oT ngnomnatuueckoit PKMII.

bonvnoit 4., 67 aem, moctymmn B @TK ¢ xkamobamm
Ha OIBIIIKY ITPY MUHUMAJIBHBIX (DM3MICCKUX Harpy3Kax,
OTEKM HIDKHUX KOHeUHOCcTel. M3 anaMHe3a: MaTh yMepiia
B 67 ner or OHMK, crpanana apurmueii. B 1970r BoImos-
HEHa IIPaBOCTOPOHHSISI BEPXHEHOJICBAsT JIOOOKTOMUS
10 TIOBOAY TYOCpKYJIOMBI. B mambHEWIIEM COCTOSHUE
ocTaBaJioch ynopieTBopuUTeIbHBIM. C 20081 — IpUCTYITBI
MepuarenbHoii aputMun (MA), kotopsie ¢ 20091 3aMeTHO
YYaCTIINCh, COXPAHSUINCh Ha (pOoHE HACHIIICHHUS aMUO-
IAapOHOM, TTOSIBIJINCH TaKKe OIBIIIKa, oTeK!. [IpoBomu-
JIach Tepanus MeTICBEIMA TUYPETUKAMK (HEpeTyJIsIpHO),
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Puc. 1. Peaynbratel o6cnenosanus 6onbHoro 9. (TTR? amunonzos cepaua B dopme PKMI).

Mpumeuanue: a — IKI npu nocTynneHnn B knuHUKy, 6 — 3K nocne BOCCTaHOBNEHWS CUHYCOBOTO PUTMA; CKOPOCTb 3anucu 25 MM/C; B, I — 3XOKapavorpamMmel, 4-x
KamepHasi no3uuyst (neeble kamepbl cnesa) — onpeaeneHne OB JIX (B) v ouerka anactonuueckoi odyHkumm (I); A-X — GronTaThl NPaBOro Xenyao4ka, A 1 r — okpacka

KOHro KpacHbIM, Masoe () v 6onbLuoe (e) yBennYeHus, ipko KpacHbIM LIBETOM NPOKPALLEHbI OTNIOXEHNS aMUnonaa B CTPOME, X — UCCef0BaHNE OKpaLLeHHbIX npenapa-
TOB B MOJSPU30BAHHOM CBETE (S16104HO-3€NEHOE CBEYEHNE — aMUIIOUAHBIE MACChl).

Puc. 2. Pesynbtathl 06cnenoBanus 6onbHol K. (AL-amunonpos cepaua B popme FKMIM).
Mpumeuanue: a — 3K, ckopocTb 3anvcu 25 Mm/c; 6 — axokapavorpaMma, npusHaku auddyaHoi runeptpodum JIX 6e3 BbIpaxeHHOro yBenmyeHns pa3mMepoB npes-
cepavii; B — MCKT cepaua B parHiolo dasy (anddysHoe ytonieHne cteHok JIK), r — TpexkamepHas PEKOHCTPYKLMS n3obpaxeHuii, nony4eHHbix npu MCKT (Heusme-

HEHHble KOPOHApPHbIE apTepuK), i — OTCPOHeHHOe Anddy3HOe HaKoMIEeHe KOHTPACTHOrO npenapara B Mvokapae JIX Bcemvt cnosamu, HaunHas oT sHaokapaa (ykasaHo
cTpenkamm) npu MCKT.
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Puc. 3. Peaynbrathl 06cnenosaqus 6onbHol A. (AL-amunonaos cepaua B dpopme AKMM).

Mpumeuanue: a — 3K, ckopocTsb 3anmcu 25 mm/c; 6, B — axokapauorpammsl ot 03.2014r (ymepeHHas funatauvs npeacepamii n JX 6e3 ero 3Haummon runeptpodum
1 NPU3HAKOB PECTPUKLMN); B TaBAMLE NPeACTaBNeHa AMHaMMKa OCHOBHBIX 9XOKapavorpaduyeckmx nokasartenei B npoLecce HabmoaeHns 1 neYeHus.
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Puc. 4. Pe3ynitathl 06cnenosans 6onbHoro L. (MyTaHTHbIA TTR-amunonzos cepaua B popme codetaHus npuaHakos FKMI, PKMI 1 cuctonnyeckoit AUChyHKLmn).
Mpumeuanune: a — 3KI npu nepoM NocTynneHun B knuHuky (2008r), e — dpparmeHT SKI ot 2010r (oTB. V,, MepLatensHasi aputmms), CKOPOCTb 3anmeu 25 mm/c;
6, B — axokapauorpaMmbl o1 2008r (6 — 3eneHbIMM CTPeKaMu ykasaHbl “CBeTALmMecs” y4acTky NOBbILEHHON MIOTHOCTY MyoKapaa, B — pacyeT E/A); r, g, — 6uon-
Tathbl MK, okpacka reMaToKCUIMHOM-303HOM, Masloe yBennYeHre (I — CBETas rmanmHonofobHas TkaHb (aMunouns), NI0THO OKYThIBAIOLLAS MbILLIEYHbLIE BOIOKHA),
oKpacka KOHro KpacHbIM, 60bLLOE YBENMYEHVE (OTNOXEHUS aMUIOMAR MHTEHCMBHO KPACHOrO LIBETA, NEPUPETUKYNSPHO, BHYTPUKNIETOYHO; X — CMeKTporpaMma
CeKBEHVPOBaHUA GparMeHTOB HyKNEOTUAHON NocneaoBaTenbHOCTU reHa TTR (CTpenika no3numns HykneoTuaHo 3ameHbl Thr>Asn B 40-M KOZOHE).
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Puc. 5. Pesynbtathl 06cnenoBanus 6onbHoii . (TTR-aMunonaos cepaua ¢ MUHUManbHbIMU CTPYKTYPHO-QYHKUMOHANbHBIMU U3MEHEHMAMM).

Mpumeyanne: a — IKI ot Hos6ps 2016r, ckopocTb 3anuncy 25 Mm/c; 6, B — axokapavorpamma (ToLMHa MeXKkey04KoBO Neperopoaki B Hanbonee M3mMeHeH-
HOoM cermeHTe 1,29 cM, TonWwMHa 3aaHeit cteHkn oo 1,47 cm); r — MCKT cepaua ¢ B/B KOHTPACTMPOBAHUEM (3HAUNTENBHO 6ONee BbIPAXEHHAs CTEMNEHb FMNEpPTPO-
dun JIX, anddysHoe TpacMypanbHOE 0TCPOYEHHOE HAKOMMIEHNE KOHTPACTHOro npenaparta B muokapae JIK, KpacHele CTpenku); B — pesynbratel CUMHTUrpadum
c 99TC-I'IVIpOd)OC¢iaTOM (BbIpaxeHHoe anddy3Hoe HaKoMeHKe npenapaTta B M1OKapAe, CONOCTaBMMOE C HaKOMIEHMEM B KOCTHOM TkaHu v B 1,6 pa3a npesbilatoLlee
KOHTpRaTepanbHoe), KPMBLIE CPABHEHMS (€) 1 “BbluMTaHMe” curHana OT rpyAMHbI Ha YPOBHE CPaBHEHUS (XK).
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BapdapuaoM. B 20111 B ¢BSI3M ¢ pa3BUTHEM YCTOMIMBOMI
MA B HHCCX um A.H. BakyneBa BbemmonHeHsl PY-
Momu(UKALUS OIepaluy “JTabUPWHT’, MCTMYC-0JI0K
crpaBa U TiepeBs3Ka yiuka JjeBoro mnpeacepaus (JIIT)
B YCIOBHSIX HCKYCCTBEHHOTO KpoBooOpameHwus. [Ipu
OxoKI' BHIABICHA THIIEPTPOPHUS JIEBOrO KETyIodyKa
(JI2X) mo 1,8 cMm, 94TO paclieHeHO KaK THITepTpodruIecKast
kapmuomuomnarust (I’KMII); uATpaoneparioHHast 61O~
cHSI MUOKapaa He mpoBommiiack. Ilociie BBIITUCKY TIpH-
HUMaJl aMHogapoH (OTMEHEH 4epe3 Tof), OMCOIIPOJIO,
CIUPOHOJIAKTOH, TOpaceMun, BapdapuH, OTHAKO
ONBIIIIKA M OTEKHW COXPaHSUIMCh, CYOBCKTUBHO HapyIlle-
HUS pUTMa He penuauBupoBany;, B 2013T rocrimranmsn-
poBasicst B KB Ne 7. C ocenn 20131 oTMedanoch BO300-
HOBJICHHE TIPW3HAKOB 3aCTOs, y4alleHue Iyibca 10 90/
MUH. [ocrUTamu3upoBaH B KapIHOJOTHUECKOE OTHEIIC-
aue OTK.

IIpu ocMoOTpe BBISIBICHBI TPODUUICCKUE M3MEHCHUS
KOXM M OTeKM TOJICHEe# M CTOII; TbIXaHHNeE KEeCTKOE, XpH-
IIOB HET; TOHHI cepana PUTMHUYHBI, npuriaymeHsl. YCC
74 8 muH, AJl 100/70 pT.CT.; TIeYeHb, CeIe3¢HKA HE yBeE-
JMJeHbl. B aHanmmM3ax KpoBu — KpeaTWHUH 1,14 Mmr/mi,
MIpU3HAKU XojiecTasa, ¢pudpuHOreH 4,73 1/11, TIOBBIIICHUE
TUTpA aHTUTEJ K aHTUTEHAM BOJIOKOH ITPOBOISIICI CHC-
teMbl (1:160). Ha DKI npu noctymienuu (puc. 1 a) —
yCcTOMYMBAsT TIpeAcepaHasl TaXuKapaus (MHIIM3NOHHAS)
¢ nposeaeHueM 2:1 u YCC 166/MuH; HU3KUI BOJIbTAX
koMIuiekcoB QRS m mosHOEe OTCyTCTBME IIPU3HAKOB
TUIIepTPOUN Cpa3y ITOCTABWIN IO COMHEHUE TUArHO3
I'KMII. IIpu XonrepoBCKOM MOHUTOpUpoOBaHUU (XM)
3apeTUCTPUPOBAHO Oosiee 4 THIC XETYTOYKOBEIX 9KCTpa-
cuctoi. [Ipn BxoKI monrBepxKmeHO HaIWIMe YMEpPEH-
Ho¥t rutnieptpoduu JIDK 6e3 ero mmmatauiy U 3HAYMMO
cucronunueckoil muchynkiuu (TMXKII 1,4-1,6 cm, T3C
1,3 em, KIP 4,5 cm KOO 71 mn, KCO 30 mu, ®B
49-56%, VTI 12,4 cm, dp/dt 941 mm pT.cT./C, puc. 1 B),
OIHAKO TIpeodIaman pecTpuKTUBHBIE M3MeHeHmsT (JIIT
4,6 cMm, 006beM 100 M1, mpaBoe 91 M1, MpaBblil Xeayao-
uyek, IK, 3 cMm, E/A Gonee 6, E/E’ 22, DecT 140 mc,
puc. 1 1). Cucronmaeckoe TaBIeHUE B JIESTOYHOM apTepuu
(CIOJIA) coctasnsio 50 MM pr.cT. OOpartmiia Ha ceOsl BHU-
MaHNe BBhIpaXeHHAs HEOTHOPOMHAs TUIICPIXOTCHHOCTH
CTPYKTYpeI MUOKapma. Ilpm upecrnmmeBogHoi DxoKI
OTMEYCHHI MPM3HAKN peKaHanmm3anuu yika JIIT, Tpom-
003a HE BBISIBJICHO, CHMHYCOBBII PUTM BOCCTaHOBJICH
METOIOM 3JIEKTPOUMITYJILCHOM Tepanuu (puc. 1 0).

Jannbie anamue3a, DKI 1 OxoKI tpeboBaim B 1iep-
ByIO odepenb HCKIoueHUsa amumonmo3a. Ilpy MCKT
KOPOHAPHBIX apTepHil MaTOJIOTHH He BBISIBIIEHO. OTCpO-
YeHHOe KOHTPACTMPOBAaHME B MHOKaple He OICHHWBA-
Jock. [Ipu uccireqoBaHNM KPOBU M MOYH JICTKMX IIETICH
WMMYHOTJIOOYJIMHOB HE BbISIBIIEHO, T.€. AL-amuiionnos
HUCKITIOUEH. B OmonraTax ClIM3NCTOM TOJICTOM KUIIKA IIPU
OKpacKe KOHTO KPaCHBIM OIIPEAEIISIOTCS MAacChl aMUJIO-
WA B CTCHKAX COCYIOB IOACIU3UCTOrO ciost. B omomnTa-
Tax KOXU U MOIKOXHO-XMPOBOM KIIETIATKH ITEPUBACKY-

JIIPHO — OTJIOXKEHUS aMUIOUAa B HEOOJIBIIOM KOJHAYE-
cTBe. BoinmonHeHa aHAOMMOKapauaibHas ouoncus T12XK:
HepaBHOMEpHAas TUIIEPTPOGHS 1 IUCTPODUSI KapIHOMIO-
LIUTOB, TICPUMYCKYJIIPHBIA W TepUBACKYJISIPHBINA CKIIC-
poO3; IpM OKpackKe KOHTO KpPacHBIM C MCCIeAOBAaHUEM
B TIOJISIPU3AIIMOHHOM CBET€ — ITEPUKOJIIATCHOBBIN aMM-
Joun B ctpome (puc. 1 1, e, X).

TakuM o6pa3oM, IMATHO3 aMIJIOMA03a Ceplia MOI-
TBepXIeH, Hauboyiee BeposiTeH cucteMHblii ATTR,
ogHako uMMmMyHorucroxumuueckoe (MI'X) tunuposa-
Hue u JHK-guarHoCcTMKy NpoBeCTM HeE YIaloCh,
y TTallMeHTa pa3BUJIACh TsDKeJas IIoYedHass HeIoCTaTou-
HOCTb C BBIpaxeHHOI aekomrieHcamueir XCH. OTnu-
qyueM OT MCTHMHHON (mamomnatmueckoit) PKMII cramo
Hanuuue rurneptpoduu JIZK, BripoueM, BeCbMa yMepeH-
HO# (mo 1,6 cM) M He MPUBOIMBIIEH K OOCTPYKLUH
BBIBOOHOTO TpakTa JI2K.

2. Tunepmpogpuueckas xapouomuonamus — SIBISICTCS
He McHee TUIMMYHBIM IIPOSBICHUEM aMIUIONI03a Cepalia
¥ MOXXET TTOJTHOCTBIO MMUTHPOBATh KAPTHUHY OO0CTPYKTHB-
Hoit acumMetpuuHoit 'KMII (Bkioyasi CUCTOJMYECKOE
IBIDKCHHME ITIEPeTHEl CTBOPKM MUTPAJIBHOIO KJlallaHa),
TIPOBOLIMPYSI Bpadeil Ha Has3HaueHMe au3onmpamuma |[3]
wm MusKToMuIo [4]. CoBepIlleHHO HETHUITAYHBIMA IS
nctnHHOM ['KMIT siBstIorest B 9THX ciry4asix OKI, a Takke
CKOPOCTh HapacTaHUs PECTPUKIINM, CUCTOIMIECKOM IHC-
dyuxurm n XCH.

Boavuas K., 40 aem, nocrynuna B @TK ¢ xamobamu
Ha 0o0I1yI0 C1a00CTh, BHIPAXKEHHYIO CJ1a00CTh B MBIIIIIAX
HOT (HEBO3MOXHOCTh BCTaTh, CAMOCTOSITCIIBHOTO IIepe-
IBUTATHCS), ONBIIMIKY IPW MHUHHMAJIBHBIX Harpys3Kax,
OTEeKM HIDKHUX KOHEYHOCTEH, OCUILIOCTh F0JIOCca, 3aTPY-
HEeHUeE OTKPBIBAHUS PTa, CHUXKEHME MacChl Teja (Ha 16 kr
B TEUCHME 2-X MECSIIEB), 3aTpyTHECHNE aKTa TJI0TaHUS.

M3 anamue3sa: mo jeta 2013r wyBcTBOBasIa ceOs yIOB-
smerBoputeabHO. B 20131 mBaXXmbl BOZHUKIM ITPUCTYIIBI
puTMHYHOTrO cepaueduenuss (mo 140-160 yn./muH),
COITPOBOXKIIABIIIMECS PE3KOi CTa00CThIO, TTOTEPEit CO3HA-
Hug. I1pn DxoKI' maTtojiorum He BBISIBIEHO, Ha3HAdYeH
KopakcaH 7,5 Mr/cyT. C cenTsa0pst 2014r oTMEUeHO TTOSTB-
JICHUE M HapacTaHNE OTEKOB HIDKHUX KOHEYHOCTEH, Clia-
00CTH, CYXOCTH KOXHBIX ITOKPOBOB, 3aTpyOHEHHE aKTa
TJIOTAaHUS, OTKPBIBAHMS PTa; SMMM30AMICCKU ITPUHUMAIIA
80-120 mr pypocemmma. ITpu BxoKI ot 10.02.2015: T3C
JI2K 20 MM, TMKII 15 MM, BeITIOT B iepuKapae 10 10 M,
®B 51%. Cocrosinue pacueHeHo kak TKMII. I1pu done
TprieMa HOJIUTIpeIia, KopaKcaHa, TopaceMuaa — TCHICH-
U K TUTIOTOHNH. PeBMaTOIOrOM He MCKITIOYAJICS Ne0I0T
CKJICPOICPMUM.

B c¢Bs13m ¢ HapacTaHEM OTEKOB, OIBIIIKK TOCITATAIM -
3UpOBaHa B YOIMYPTCKHIT PeCIyOJUKAHCKHIA IIEHTP, OTEU-
HbII CUHAPOM KyMUpOBaH auypeTrkamu. Ha ocHoBaHMU
KJIMHUYECKOM KapTUHBI, oBbiiieHus ypoBHeii KDK (486
en./m), JIAT (1497 en./m) u AHO® (1:320), naHHBIX 371€K-
Tpomuorpadun (IIepBUIHO MBIIICYHBIA TUIT OPAXKCHIIS)
COCTOSIHME pACICHEHO KaK JepMaToMUO3WT. HasHaueH

72



OPUI'MHAJIbHBIE CTATBA

mpeaHn3010H 20 MT/CYT., C y4EeTOM IOJOXUTEIHHOTO
addekTa 103a yBeaudeHa 10 60 MI, I0cje Y4ero OTMEYCHO
pe3Koe YXyOIIeHNe COCTOSHMS, pe3Kasl 00JIb B CycTaBax,
nmo3a cHibkeHa 1o 40 mT. B manpHeieM oTMedeHO Hapa-
CTaHME OTCKOB, OOIICH M MBIIICYHON CIIa00CTU, CHIDKE-
HKe Macchl Tena (Ha 16 kr). B Hosi6pe 2015r rocrniuranusu-
poBaHa B Kapauonorndeckoe otmeneHne OTK.

Ipn mocTyruieHn: coctostHMe Tsokesoe. UMT 18,87 Kl"/Mz.
KymmHTOMIHBIT CUHIPOM: KOXHEIC ITOKPOBHI CyXUeE,
C MCTOHYCHHMEM, IIETYIIeHNEM, MHOXECTBEHHBIMH TPO-
dryecKUMI M3MEHEHMSIMU II0 THUITY SI3B (C TOCIIEIyIo-
IIUM HArHOCHMEM); “JIyHOOOpa3Hoe” IMIIOo, aTpOGHs
MBI KOHeTHOCTel. OTeKn o ypoBHS Oemep. B merkmx
IBIXaHUE KeCTKOE, XpUIIOB HeT. TOHBI cepiia pUTMHUYHEI,
npuriaymensl. YCC 84/mun, A 115/80 MM pT.CcT.
[legensp, cene3eHKa He YBEIMUCHBI. M3 IpyTrux OoCIIOXHe-
HU CTepOMOHON Tepanuu (Ho3a IPU IOCTYIUICHUU
30 MT/CyT.) IMarHOCTUPOBAHBI CaXapHbBI ANA0CT (TJIMKO-
swmpoBaHHbiii Hb 12,6%), ocTeonopos, KpOBOTeUEHUE
W3 SI3BBI IBCHAOIIATUIICPCTHOM KUIITKI, KaHIUI03, TeHEe-
panu3oBaHHAsT MHOEKINS ITUTOMETaJIOBHUPYCOM, BHUPY-
camm DmreliHa-bapp n Bapuiiemia 3octep. B ananmsax
KPOBU BBIABJISIIIMCH HENTPOGMIBHBIN JIEMKOLIMTO3 10 16
TBIC, IIUTOJUTUICCKUI, XOJIECTATUICCKUIN CHUHIPOMEI,
moBeIeHne ypoBHs ammiasel; KOK 130 em./m, JIAT
1480 en./n. B obmiem aHanm3e Mo4ue MUHUMAJTbHAS ek -
KOILIUTYPHSI, CYTOUHAS IIPOTCUHYPHS 45 MT.

Hanuuue wuctunHoit I'KMII BbI3Bao0 COMHEHUS
¢ yuetoM maHHBIX DKI (pmc. 2 a): OTCYTCTBHS IPU3HAKOB
runeptpodun JIXK, cHmkenns BoasTaxka QRS n ammm-
TyIbl 3y01OB R, maTtonormaecknx KoMIuieKcoB QS B OTB.
II, aVE IIpum XM 3apeructpupoBaHo 13 ThIC HamXKely-
JIOYKOBBIX 9KcTpacuctod 1 217 K3, a Takke nmpobdexka
xemynoukoBoit Taxukapauu (2KT) u3 6 QRS ¢ YCC 130
yo./muH. JarHeie 9xoKI ykpemumm mpenaroaoXeHue
00 aMWJIOMITHOM TIIpUpOIe YMEpeHHOU “rumeprpodun”
JI2K (tMXKII 1,4 cM, T3CJIXK 1,3 cM): yTommeHne CTEHOK
HocuT nuddy3HBIN XapakTep (puc. 2 0), IpA YMEHBIICH-
HBIX pasMmepax JIK (KIP 3,9 cm, KOO 39 mn; KCO 23
MJI) ero cucronndeckas QyHkuus cHuxeHa (OB 41%,
VTI 9,5 cm, dp/dt 1010 MM PT.CT.); IpU3HAKOB PECTPUK-
uun He otMmeueHo (JIIT 3,8 cm, 66 M, mpaBble KaMephl
He yBeanueHbl, E/A=1,6), CIJIA 35 MM pT.cT. YIuIOTHE-
HUS U cellapaliy JIMCTKOB IepuKapaa, 3HaUNMOI peryp-
TUTAIlMM He BEIIBICHO. 151 BepruKaIlluy aMUIONI03a
cepmua BemosiHeHa MCKT (puc. 2 B, T, I): KOpOHAPHBIC
apTepuy MHTAKTHBI, MUOKAPI XKeJIyIOYKOB TUIIEPTPOhH-
poBaH (ITXK mo 8 mMm, JIK mo 22 MM), OTMEYEHO OTCPO-
YeHHOE¢ HAKOIUICHHE KOHTPACTHOTO IIpelrapata MUOKap-
moM IIK (HambGojiee aKTMBHO, IMPEMMYIIECTBEHHO CyO-
snukapauanbHo, o 115 ex.H) u JIXK (muddys3ao Bcemu
ciosimn), JITT (MeHee BeIpaxkeHO). Y cTeHKH U B yike JITT
BBISIBJICHBI TPOMOBI pazMepaMu 9 MM 1 5 MM.

TunmmuHBIA UIT aMWJIOWAO3a THUII HAKOIUJICHUS
1 BBIpaXKeHHAs TUIIEPTPOPUST 000MX KEIyTOYKOB ITOMI-
TBepXKOaIM OWarHo3. [IpM3HaKW CHUCTEMHOTO ITOpaKe-

HUsI, BO3pacT OOJIBHONM M OBICTPOTA IIPOrPEeCCUPOBAHMUS
CUMITOMOB 3aCTaBJisliv AymaTb 00 AL-tune. McxoaHbiit
IWarHO3 JePMAaTOMUO3NUTA HE BHITIIANET YOSOUTEIbHBIM
(ueBnIcokmit ypoBeHb KDK, mporpeccupoBanme Ha (hoHE
creponnHO Tepanmuu). He BBISIBIEHO 71ab0OpaTOPHBIX
MapKepoB IPYIUX CUCTEMHBIX 3a0oseBanuii (PO, AHD,
cANCA u pANCA, antutena ENA-tipodmisg B ipenenax
HOpMEI). C yIETOM UMCIOIINXCS OTIMCAHUIN aMUAJIOMITHOM
MUOIIATUM ¢ KapTUHOH “mepmatomMmosuta” [5], Mopdo-
JIOTMYECKUMHU MPU3HAKAMM BOCHaleHUs [6], Mbl UMeIU
OCHOBaHMS pacCIEeHWBATh BCE WCXOTHBIC CUMIITOMBI
(mopaxeHue cepala, B T.4. HIEPUKAPIUT, MUOIIATHS, AUC-
¢arus) B paMKax CHCTEMHOTO aMIJION03a (B OITy0JIMKO-
BaHHOM IO3aHEe padoTe U3 KIMHUKM M»siio cobpan 51
nauueHT ¢ AL-amunouaHoi muonatueit [7]).

B 6uomnrarax momKoXHOTO XKHUpa BBISIBJICHO OTJIOXKE-
HUe AL-aMmionia ImepuBacKyIsIpHO U IT0 XOIy KOJLIare-
HOBBIX BoIOKOH. IIpn UI'X ucciaenqoBaHUM CHIBOPOTKU
¥ MOYH ITaTOJIOTUYECKMUX OEIKOB HE OOHApYKEHO, IpHU
NMMYHOMUKCAIINY B MOYE OTMEUCHA CIIEHOBasT CEKPEITHS
6enka berc-JIxXoHca A-Tua (CIeIoBOM YPOBEHB paclie-
HEH KaK CJICICTBHE CTEPOMIHOI Teparmu). HeBpoaorom
IWaTHOCTHPOBaHA IeprdeprdecKasl MOJIMHEHPOIIaTHsI,
KOTOpast HOCUT, BEPOSITHO, CMEIIIaHHBIN xapakrep. [11a-
HUPOBAJIOCh TPUMCHEHNE OBICTPOACHCTBYIOIMNX CXEM
XUMHUOTEepallid Ha OCHOBe OOpTe30MnOa, OIHAKO
Ha MoMeHT rocnutammiannu B OTK nedeHme OBLIO
HaIIpaBJIeHO MCKITIOYNUTEIFHO Ha KYITMPOBAHWE CHMIITO-
MoB XCH 1 MHOTOUMCIIEHHBIX OCJIOKHEHUM CTEPOMITHOM
Teparmuu. [1o MeCTy XUTeIbCTBA JIeUCHHME aMIUIOMI03a
TaKke He OBUIO HadyaTo, 4depe3 4 Mecsdla ITalleHTKa
noruona.

3. Huaamayuonnas xapouomuonamus (AKMII) —
B OTJIMYKE OT MpeAbIAyIIMX ABYX BapUaHTOB, KaK Bedy-
1Iee TPOSTBJIICHUE COBEPIICHHO HE TUITMIHA JIJIST AaMIJIOM -
nIo3a cepamna. B nurepaType HaM BCTPETWIINCH €IMHWY-
HbI€ OMMCAHUS — B YACTHOCTHU, OOJIbHOI 68 JIeT, KOTopast
B TeueHure 20 net crpamana “uncroii” JKMII ¢ mogsie-
HueM rurneptpodun B ¢uHane (Ha DKI — cuHmpom
rurieprpodun JIXK), m nuims mpd ayTOIICHM BBIIBJICH
cuctemubiii ATTR-amunounos [8]; kak aHamHe3, Tak
u OKI BBRI3BIBAIOT COMHEHHUS B TOM, UTO C CAMOTO Hadajia
9T0 0BT amuIonmo3. OmMcaH M OBICTPOTCYHBIN CTydait
AL-amunonno3a ¢ kaptuHoit JKMII, tunuuHoit s
ammtonno3a DKI u muacrenueit [9]. [IpmamHOi CTOIB
HEOOBIYHOTO TCUCHUSI MOXET OBITh MIIEMUS BCIICACTBHE
nopaxeHus meakux aprepuii [10]. ITpeamonaraior Takke
BO3MOXHOCTb coueTaHus wuaumomnatudyeckoin JJIKMII
n ammiaougosa [8]. Hiusg Takumx OONBHBIX XapaKTepHO
MOCTEeTICHHOE M3MeHEeHNEe (DEHOTUIIA — TIPUCOCANHEHUE
runeptpodun JIXK; ormmcana momo0dHas TpaHchopMaus
u nipu ceMeitHoit popme ATTR [11].

boavnasn A., 58 nem, nocrymuna B @TK B HOsIOpe
2013T ¢ XXayobaMu Ha OIBIIIKY IIPA YMEPEHHOM (hr3mae-
CKOM Harpy3Ke, TSLKECTh 3a TPYIMHOM, 00IIMyIo ¢1a00CTh.
W3 anamuesa: ¢ 2010r — mogsembr A mo 170/100 mm
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pr.CcT., He Jeumnack. Becnoit 2012r crama oTMedaThb
ONBIIIKY, 3arpyIuHHBIC 00M TIpu xompOe. CocTostHUe
pacueHeHo kKak MBC, HazHaYeHa Tepamisi MOHOIIPUJIOM,
HUTpaTamMu, acmupuHoM ¢ adpdekroM. B gauBape 2013r
Ha otmbixe B M3pamie rocnuTalim3mpoBaHa B CBSI3U
¢ arm3onoM Torepu co3Hanuss, OPBU. ITpu DxoKI" ®B
30%, navanbHast rurneprpodust JIXK. AHanus KpoBu
Ha Bupyc HINI1-nmonoxurenbHbiii. [IpoBoaunaace tepa-
MU OCENTAMUBHUPOM, IUYypEeTUKaMu, [-OmoKaropamu,
cocrostAre yimyumiock. [Ipu OxoKI B Mockse (deB-
painb) ®B 49%. Jletom 2013r orMerwmia ycuaeHHE
OIBIIIKH, TUCKOMGOPT 3a TPyIUHOI, oTeKH. KOHCYIBTH-
poBana B PKHIIK: ormeueHo pacmmpenue JIK, ®B
40%. HecMmoTpss Ha KOPPEKLMIO Tepamuu, OIbIIIKA
COXpaHSJIach; B 3TOM cBsA3M rocnuraan3upoBada B OTK.

IIpu mocTyIUIeHNH BBHISIBIICHBI TTACTO3HOCTD TOJICHEH
M CTOII; XPUIIOB HET, TOHH cepana putMuaHbel, YCC 70/
muH, Al 130/70 pT.CT.; TIeYeHb, celie3cHKAa HE YBEIH-
YeHBI. B aHanmM3ax KpoBM — JieTKasl TUITOXPOMHAsT aHe-
MWSI, TUTICPIUNUACMAS 2a TUIla. BupycoB repmeTmue-
CKOM TpymITEl 1 ITapBoBUpyca B19 B KpoBHM He BBISIBIICHO.
B amammze mounm — ya. Bec 1009, KpucTayutel OKcajlaTa
kaieimsa. Ha DKI (puc. 3 a): orkimonerne D0C BieBo,
MIPU3HAKOB TUIIEPTPOUN HET, CHIDKCHNE AMIUTUTYIBI
3y6uoB R B oTB. II, III, aVE, VI—V4, nByxdasHblii 3yoer; T
B oTB. I, aVL, VS—Vb. IIpu XM — mnpobexka KT us 4
QRS, mpu YCC >115/mun ycyryomenue genpeccnu ST
1o 0,15 mB. IIpu DxoKI' oTMeueHa yMepeHHas auiaTa-
musa npencepauii u JIK co cumxennem ®B no 44%
(puc. 3); IpU3HAKOB PECTPUKINHU, 3HAYNMOMN THUIIEPTPO-
¢dum n perypruTaliiy Ha KJIaraHaxX He BBISIBICHO.

C y4eToM CBSI3M YXYAIICHUS] COCTOSTHUS M YaCTHIHO
obOpaTuMoii cucrtoandeckoir amchyHkuunm ¢ HINI-
nHbeKIMell Hanbosee BEpOSITHON MPUUMHON CUHAPOMA
JAKMII npencrasnsiiicss MuokapauT. B aHanmszax KpoBu
BBISIBJICH CIHeOU(UICCKU aHTUHYKJICAPHEBINA (haKTop
(AH®) 1:320 ip1 HOpMAaJIBHBIX TUTPAX IPYTUX aHTHUKAp-
IWaIBHBIX aHTUTeNI. HauaTa MMMyHOCYTIpecCUBHAS Tepa-
must (Metunpen ¢ 16 10 4 mr). YiryulieHusl CaMOYyBCTBUSI
HE OTMEYEHO, IIPU ITOBTOPHOM TOCTIMTAIN3AINHY B aIIpelie
20141 Tutp AH® cumswics no 1:160, ipu DxoKI 6e3
CYIIIECTBEHHOW MUHAMUKU (puc. 3); K IEUEHUIO T00aBIeH
azatmoripuH 100 mr/cyr. Bemomnena MCKT cepmia:
KOpPOHApHbIE apTepUU HMHTAKTHBI, rureprpodus JI2K
mo 13-14 mm, TpabekymsapHocTs JIZK ¢ cooTHomeHUEeM
cioeB 1:1, OTCpOYEeHHOTO HAKOIICHUS HET.

B mocnenyommM coxpaHsuiach OIBIIIKA IIPH yMe-
peHHBIX Harpy3kax, nmpu OxoKI ot centaops 2014r
(puc. 3) ormeueHo HekoTopoe cHukeHue OB (36%),
MMOSIBJICHNE TIPM3HAKOB ITHACTOIMYCCKON ITUCHYHKIINU
(E/A 2,3) 06e3 Hapactanus rtuneprpodum JIK.
B PKHIIK Beimonnena MPT cepaua ¢ ragoJiuHUEM —
BBISIBJICHO TUIIMYIHOE IJIsI aMuionmo3a auddysHoe
Ccy03HIOKapAalibHOe HaKOIUICHNEe KOHTPACTHOTO IIpe-
napata B JIK. C menbio Bepudukany 1uarto3a mpoBe-
IIeH IMMYHO3JIEKTpodope3 0eJTKOB KPOBU 1 MOYU — TIPH

MUMMYHO(UKCAIIMK B y-2 30HE BBISIBJIEHA MOHOKJIOHATb-
Has cekpelus 3a cueT 6enka BJA. g noobcnenoBaHus
¥ TIPOBEACHUSI XUMUOTEPAITUY 0OJTbHAST TOCTTUTAIN3UPO-
BaHa B Kb um. C.I1. borkuHa, JabHEUIINX CBEACHMIA,
K COXaJICHUIO, HET.

4. Couemanue npusnaxoe cunepmpoguu, pecmpurxuyuu
u msaxceaou cucmoauueckoi oOucpynxkuyuu — TUTTMIHEINA
(beHOTHT HA TTO3MHUX CTAAMSIX aMIJIOUI03a Cepama. Die-
MEHTHI 3TOU TpHUAaIbl IPUCYTCTBOBAIM Y BCEX OIIMCAHHBIX
MaIlMeHTOB — UMEHHO TaKOe COYeTaHUE CIeIyeT CUUTATh
Hambojiee crnenmPpUIHBIM WIS ammaonmo3a. Ciemo-
BaJIO OBI YKa3bIBaTh B AMArHO3€ BCe KOMIIOHEHTHI aMUJIO-
unHoro nopaxeHuss (“PKMII ¢ nceBporuneprpodueit
¥ CUCTOJIMYECKOM muchyHKIMel”, HampuMep). B kade-
CTBC WJIIIOCTpPALIMA TIPEACTABUM MCTOPHIO OOJIe3HU
malnreHTa, KOTOPOro MbI HaOMogaeM Ha MPOTSKCHUU §
JIET, UMesI BO3MOXHOCTD IETaIbHO TPOCICOUTH 3BOJIIO-
LU0 TIOpaXEeHUS Ceplia.

bonvuoir Il., 63 aem, BuepsBble moctymmn B PTK
23.10.2008r ¢ xamobamMu Ha ONBIIIKY IIPH YMEPEHHBIX
Harpy3kax (ImogbeM Ha 1-2 3Taxa), 3130161 HEpUTMIY-
HOTO cepareOneHMs, IIepecou B paboTe ceparia, SITH30IbI
CcKUMawIIux 0ojieit B obyacTu cepalia ¢ uppagualuei
B JIEBYIO JOIAaTKy, obinyw ciaboctb. M3 aHamHe3a:
WHOrAa 0ecnoKOWIM ollyllieHue auckoMdoprta B obJa-
CTU cepilia, Iepedou, Jierkast omblmKa. C OKTIOpST —
ONBIIIKA TIPY HEOOJMBIION (DM3MIECKON Harpy3Ke, CKU-
MaloIre 001 B 00JIACTH Ceplia C ppaarallieii B JIEBYIO
nonatky. Ha BOKI BoesgBiacHsl koMruiekchl QS B 111
1 JICBBIX TPYOHBIX OTBeAcHMAX, TIpu DXoKI m3aMeHeHMiA
He otMedeHo. [Toctymur B PTK.

IIpn ocmortpe: ToHH cepaua apurmMuyHbl, YCC 70
yo./mMuH, AJl 150 m 100 MM pT.CT., APYTUX OTKIIOHEHUA
HeT. TponoHMH OTpULATENbHbINA, KpeaTuHUH 1,60 Mr/m,
mpu3Haky xojectaza. Ha DKI (puc. 4 a): put™M cUHYCO-
BRI, 9acTasl HaIKXEJIyIOYKOBas 3KCTpacUcToIus (TIpu
XM o6omee 13 TBIC/CYT., C IMOCTIKCTPACHCTOINYECKOM
Ielpeccueii CHHYCOBOTO y371a), OJIoKana IepeTHeit BeTBH
JeBoit HOXKHU Tydka [iica, AB omokama I crerrern (PQ
0,22 ¢), xommiekcsl QS B otB. 11, 111, aVF, V,-V,, B otB.
V.-V, ammuryza 3y6ua R pesko cHmkeHa. Jluaraos aMmu-
JIOMI03a Cepila TMPEACTaBIsIICS Hambojiee BEPOSITHBIM
yxe Ha 3ToM atamne. [1pu DxoKI (puc. 4 6, B) JIK He pac-
mupeH (KIP 5,2 cm, KO 116 M1, KCO 78 mi), TM2KIT
1,7-1,8 cm, T3C 1,8 cm, DB 34%, HapyleHUIi IOKATBHOMK
COKPaTUMOCTH HET; OCTaJIbHBIC KaMephl HE YBEIIMUCHHI,
MUTpabHas peryprutanus 11 crT., mmacronmmaeckast Iuc-
dyukus o pectpuktuBHOMY Tvmy (E/A 2,8, DecT 138
MC), BEIpaXkKeHHAsI TUTIEPIXOTEHHOCTh MUOKap/a.

HecMoTpst Ha BBICOKYIO BEpOSITHOCTh aMUJIOMIO3a,
HENIb3sI OBLIO TOJHOCTBIO MCKIIOUUTH Ipyrue MHOUIb-
TpaTtuBHBIe 3a00neBanus 1 'KMII. B 6uonrarax cnusm-
CTOW NECHBI Y MPSAMOU KUIIKW aMUWJIOWIAa HE HaWAEHO.
BrimmontHeHBI  KOpoHaporpadust (apTepryd WHTAKTHBI)
¥ SHIOMHOKapauaiabHast ouoricus [1XK (puc. 4 1, n): ipu
OKpacKe KOHTO KPaCHBIM C MCCJICIOBAHUEM B ITOJIIPHU3a-
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LIMOHHOM cBeTe oOHapyxeHbl Macchl TTR-amunounga
B MHTECPCTUIINHA M CTEHKAX COCYIOB (4TO MOXKET OOBSIC-
HATH CUMIITOMBI MIIIEMWUH U BhIpakeHHoe maneHue OB).
B rene TTR BrIsiBIIeHa paHee He ONMCaHHAsI HYKJICOTHU/I -
Has 3aMeHa C>A B TeTepO3UTOTHOM COCTOSTHUU, TIPUBO-
Ia1aa K aMMHOKUCIIOTHOM 3aMeHde Thr>Asn B 40 komoHe
(puc. 4 x). MyTalums BBISIBJICHA TaKXKe Y CECTPHI ITaIl-
€HTa, cTpafalolleil HelfiponaTreil (CMHAPOM 3aIlSICTHOTO
KaHama). TakuMm 006pa3oM, aMWJIONI03 MICHTU(PUIINPO-
BaH Kak HaciaenctseHHbI TTR-amuionnos.

B 2010r Ha (poHe BUpyCHOI WHMEKINU pa3BIIACH
MA (puc. 4 e), mocie >3JIeKTPUIeCKON KapanOBEpCHHI
peructpupoBaics y3aoBoii putMm ¢ YCC 36/MuH ¢ rocie-
IYIOIIMM BOCCTaHOBJICHHEM CHMHYycoBoro putma ¢ YCC
54/mun. B ummmanTtanumn DKC B KB Ne 4 6bu10 OTKa-
3aHO. B manpHeimeM pasBuiach ycroitaubast MA, B 2013t
B PHIIX umM. Bb. B. IlerpoBckoro umruiantuposan MK/,
KOTOPHI B CBSI3W C HapacTaHUEM OJIOKAIBI JICBOM HOXKI
nyuka Iiica n apTuduumraibHOR MEXKeTyT0uKOBOM AUC-
cunxponny 3aMmeHeH Ha CRT-D. K MoMmeHTY penMIuiaH-
tauuu (koHew 2014r) @B cocraBisia 24%, K HMIOHIO
2015r ona BeIpocia 1o 31%, TommnHa creHok JIK moctn-
rama 2,2 cm, [TXK — 7 MM, gunatanmm JI2K mo-1mpexxaemy
He ObUT10. COCTOSTHHE OCTaeTCSI OTHOCUTEIIHPHO CTaOWIIb-
HBIM, cpabaTbIBaHU 1e(PUOpUIIIATOpa He OBLIO; IIePUO-
IWYEeCKM OTMeJYaeTCsl HapacTaHWe ITOYeYHOM HemIOoCTa-
TOYHOCTH M OTEYHOTO CHHIPOMA, YTO TPeOyeT yBeamde-
HHUS 03 TETICBEIX INypeTHKOoB. IlalmeHT mpomoirkaet
paGoraTh, OT rocruTaau3anuu B 2016r oTkasajcs B CBSI3U
C VIOBJICTBOPHUTEIIBHBIM CAMOYYBCTBUEM.

5. Munumaavnsie cmpykmypHo-@yHKuuoHa bHbLe uzme-
HeHuss — OITHA M3 BO3MOXKHBIX MacOK aMUJIOMI03a JaXe
IIpY JUTUTSIIBHOM TeUCHUH, OCOOCHHO €CIIM OPUEHTUPO-
BaThCs TOJNBKO Ha DX0KI.

Boavnasn I., 79 nem, apmsaka, moctymmia B OTK
B okTsi0pe 2016r ¢ xamobamMu Ha OMBIIIKY, YyBCTBO
HEXBaTKM BO3MIyXa W TSKECTU 3a TPYIWMHOM IIpH MHHH-
MaJIbHBIX HArpy3kax HW B II0KOoe, ITOBHIIIeHUE AJl
1o 150/90 MM pT.CT., CYXOCTb BO PTY, OOJIM B CyCTaBax pyK
(TIpaBBIi IIJICYEBOM, JIyde3allsICTHBIC, MEJIKHE CYCTaBEI
KHCTEe), OHEMEHHUE TaIblIeB KHUCTel, 0COOCHHO 4 1 5.
W3 anamae3a: ¢ 40 1er — mombemsl Al mo 270/100 mm
PT.CT., 3IIM30OWYECKU TIpMHUMaia HudeaumruH. B 1998r
TepeHecIa TPAaH3UTOPHYIO UIIEeMUICCKYIO aTaKy, Hadajia
IIprieM HOpBacKa, PCHHUTEKa C HEKOTOPBIM 3(D(heKToM
(mpu penxkux msmepeHusx AJl B npeneiax 160-180/90-
100 MM pr.cT.). C 2000T TIocTOosTHHAsT hopma MA, KOTO-
PYIO IEPEeHOCHIIA YIOBICTBOPUTEIIBHO, TTOITBITOK BOCCTA-
HOBJICHUSI CHHYCOBOTO pHUTMa HE OBLIO; Ha3HAUYCHBI
B-6mokatopsr; AJl Ha 2TOM (hOHE HE TMPEBHIIIATIO
150/90 MM pT.CT.

C 2007r otMeTnia TOSBIeHHWe ombIKu. HecMorps
Ha genpeccuro ST no 0,2 MmB o marasiM XM, Bepudnka-
s UBC e mpoBogunacek, @B cocrasnsina 55%. Hasna-
YeHBI BapdapuH, TUTOKCUH, METOIIPOJIOJ, INYPETUKH,
MOHOMaK; (hypoceMu PeTyIIpHO He IPUHUMAJIA B CBSI3U

¢ pasButueM cymopor. C 2013T omgbIIKa 3aMeTHO YCYUIIH-
JIach, CTaJIO OCCIIOKOUTH SXKKCHHE B TPy, HE CBSI3aHHOE
¢ Harpy3kamu. locnurammsupoBana B PTK: mpuamHa
OIBIIIIKKM OCTaBajach He SICHOU (He BBISIBIICHO OOCTPYK-
TUBHBIX U PECTPUKTUBHBIX HAPYIICHWI ObIXaHWSI, CHU-
KEeHUS SatO2, noseiiennss CIJIA, cucToandeckoit
u auactoiandeckoit mmcdynkuum). Mckmounts TOJIA
HE MIPEICTaBIISLIOCh BO3MOXHBIM B CBSI3U C BBIPAKCHHBIM
CHIDKEHUEM YPOBHS KIy0O4YKOBOM (ribTpauuu (29 mi/
MHUH). B pesynbraTe Tepanuy IeTIeBEIMA THYPETHKAMU
OIIBIIIKA HECKOJbKO YMEHBIIMIACh, HO ¢ oceHu 2016r
Ha ¢hoHEe OTMEHBI (PypoceMUIa 1 HUTPATOB BHOBb 3HAUM -
TebHO Hapocia. [ToBTopHO TOCHHUTAIN3NPOBAHA B DTK.

ITpu moctymnennu: UMT 27,88 kr/M , IMaHo3a HeET,
OTEKU TOJICHE! M CTOII; ObIXaHWE XKECTKOE, XPUTIOB HET,
SatO2 97%, Y1 20 B MMH B IIOKOE U 10 28 B MUH IpU
xonb0e. Toubl cepaua aputmMuudbl, YCC 76/mun, All
130/80 pr.ct. [TeueHp, cene3eHKa He yBeIMUCHBL. B aHa-
JIM3ax KpOBU — HeOobIIon eiikornto3 (10-11 Thic) 6e3
casura ¢dopmyiansl BiaeBo, COD 16-34 mm/yac, CPb
1,42 mr/mn, kpeatnauH 1,04 mr/mn, CK® (CKD-EPI) 55
mi/mMuH/1,73 M2, P® u ALILIT B mpenenax HopMEL. [Tpn
CIMPOMETPUN BBISIBICHBI OOCTPYKTUBHEIC HAPYIIICHUS
nerkoit crenenu, 2KEJI 78%. B monb3y KapauanabHOI
MPUPOALl ONBIIIKKA CBUACTEIBCTBOBAIO ITOBBIIIICHUE
ypoBHSI NT-proBNP (1570 mr/mi); He HCKIIOYAICS
TaKKe 3JICMEHT TUTICPBCHTISIIIAMN.

Ha OKIT o6patmim Ha ce6s1 BHUMaHUE HU3KWI BOJTb-
taxX QRS m orcyrcTBHe Tpm3HakoB rumneprpoduu JI2K
(puc. 5 a). Ilepenm cmemmammcrom mo IxoKI 6buta
MOCTaBJICHA 3aJada BBISIBUTH BO3MOXHEBIC IIPU3HAKU
ammiongo3a. ODHAKO OTMEUeHA JUINb yMepeHHas
runeptpodus JIK (1,2-1,4 cM) Ipu yMEHBIIICHHBIX pa3-
mepax JIK (KIP 4,8 cm, K10 46 mu, KCO 19 mn),
KOTOpas MOTJIa pacCMaTPpUBAThCS B paMKaX TUTICPTOHNH
(puc. 5 6, B), kak u yBenmmucHue JIIT (88 mi1); pazmepsr
MpaBBEIX KaMep He yBEIWYCHBI; HE ITOJYYEeHO TAHHBIX
3a CePhE3HYI0 CHUCTOIMICCKYIO W TUACTOINUCCKYIO THC-
dyukuuio (®B 59%, DecT 173 cm, E/E’ 10,5), nerou-
HYI0 THUICPTCH3WIO, KOHCTPUKTUBHBIA IIEPUKAPINT,
TUTICPIXOTeHHOCTh MroKapaa. C y4eToM yIOBJIECTBOPH-
teabHOTO ypoBHSI CK® 6GonbHO# BhIToaHeHa MCKT
ceplla 1 JIETKUX ¢ B/B KOHTPACTUPOBAaHUEM: IIPU3HAKOB
xpoHnueckoii TOJIA M KOpoOHapHOTO aTepocKiepo3a
B OTCYTCTBHE KaJblIMHO3a HE BBISIBJICHO, OIHAKO
B OTCPOYCHHYIO a3y OTMEUYCHBI OOIMMPHEIC 30HBI
TPAaHCMYPaJIbHOTO HAKOIUICHUSI KOHTPACTHOTO IIpelra-
pata B rumeprpodupoBaHHOM (mo 20 MM B o0macTu
3amHeit cteHku) muokapae JIXK (puc. 5 r). Jluarnoctu-
pOBaHa TaKXe IpblXa MUIIEBOJHOTO OTBepCTUS Auad-
parMbl, KOTopas pacCMaTpHUBACTCS KaK MOIIOJHUTEIb-
Has IpUYMHA OIBITIKHA.

st yTouHeHUS THIIA aMIJIOWI03a BBITIOJTHEHA CITMH-
Turpadus cepama c 99Tc—1'[1/Ip0(1)occbaT0M: Ha CIUHTHU-
rpaMMe TPYIHOU KJIETKU B TIEPEIHEN MTPSMOU TTPOEKIINH,
BBITIOJIHCHHOM Yepe3 1 gac rmociie BBeACHNS MHINKATOPa,
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BU3yam3upyeTcss nuddy3Hoe HAKOIUICHNE MHINKATOpa
B KOCTSIX M CJIEBa OT TPYIWHEI B 00JIACTH CepAlla, IIPEeBhI-
[Iaolee HaKOIUICHNE B KOHTpaJlaTepaIbHOU pedhepeHC-
Holi obyactu B 1,6 pasa (cpeanee HakoruieHue 129+16,3
UMIL/TIMKC 1 811 14,8 MMIT/TTUKC, COOTBETCTBEHHO, PHC. 5
I, ¢, X). OTJIOKeHUI aMIJIOUIa B OMOIITaTax ITOAKOKHOMN
XKUPOBOH KIIETYATKHM, a TaKKe JIETKUX IIeleil MMMYHO-
rooynuHoB nipu WMI'X umcciaegoBaHMu KpOBM U MOYU
He obHapyxeHo. Pesynbrar cuuHTUrpaduu mpu OTCYT-
CTBUHU JICTKMX IIelleli MMMYHOTJIOOYJIMHOB TIO3BOJISICT
nyMatb 00 ATTR-amunonmose; MMeOTCS CUMIITOMBI
HEHpOoITaTUM JIy4eBOTO HEpBa, OMHAKO OOBEKTHMBHBIX
W3MEHEHUIT HEBPOJOTOM HE BBISBICHO, IIAHUPYETCS
IIpoBelicHNe HelipoMrorpadun, a TaKKe ITOMCK MyTaIINiA
B rene TTR. Kinmanmdyecku 6ojiee BeposITeH TUKHI (CTap-
YeCKWi) THIT aMUIJIOMI03a. AHAMHECTUUICCKUX NTaHHBIX
B TI0JIB3Y Ieproamdeckoit 6oae3an HeT. C 2008r BrICKa-
3BIBAJIOCH TIPEAITONIOXEHNE O Pa3BUTUU PEBMATOMIHOIO
apTpuTa, OMHAKO YOCIWTEIbHBIX HTAHHBIX B €r0 IOJIb3Y
HaMH TakKXKe He IToiaydeHo. Kpome Toro, mopaxeHue
cepaua 111 AA-amunonao3a Majio xapakrepHo. Ha ¢pone
BO300HOBJICHUSI €XEIHEBHOTO mpuema QdypoceMuaa
W CIHPOHOJIAKTOHA OMNBIIIKA yV OOJHLHOW YMEHBIIMIIACH
o 2-3 OK.

OGcyxaeHne

Bce npencraBieHHBIC Cllydad UMEIOT KaK HECOMHEH-
HBIEC OOIIME YePTHI, TaK W IEJIBIA PsIT MHTEPECHBIX MHIH-
BUIYaJIBHEIX 0coOeHHOCTel. OTMETHUM, UTO BCEM TAllM-
€HTaM IHarHO3 aMIJIONI03a OBUT ITOCTaBJICH KapaHuOJIo-
raMm, XOTSI paHee MHOTHEe U3 HHX HaOJIIOJAINCh
HedpoaoraMy, peBMAaTOJIOTaMK, XUPYPTaMu W IPYTHUMU
cneuuanictaMu. B omHoM ciiydae 6071bHOMY Oblla gaxe
BBITIOJIHEHA OIlepamis Ha OTKPBITOM CepAlle IO ITOBOLY
apUTMUHN, OOTHAKO MUOKApH He OBLT B3SIT Ha MOP(DOJIOTH -
YecKOoe NCCIIeI0BaHIe, HECMOTPS Ha BeIpaxkeHHYI0 XCH.
OCHOBHBIMU OIIMOOYHBIMM IHArHO3aMH OKa3aJHiCh
I'KMII u UBC, xoTs1 ObITM M Oosiee CIOXHbBIE OIIMOKN
(B T.4U. HAIIMN).

Ham npencrasnsercs, yto aud@ysHoe MopaxeHue
cepilia TPU aMIJIOMOO3¢ B OOJBIINHCTBE CIIydacB
HACTOJIEKO XapaKTepHO, YTO IIPOITYCTUTh €r0 KapaHuOJIoT
IIPOCTO HEe MMeeT mpasa. [1ouTr Bo Beex caydasix JUarHo3
aMWIOUIO3a CEPILIA POXAAICS COBEPIIEHHO CTAaHIAPTHO:
1). OKI' — am3kwmit BoabTax QRS m/mmm komiurekcsr QS,
HeIoCTaTOYHOe HapacTaHue 3yonoB R; tunuyeH audg-
¢y3HBINM XapaKTep M3MEHEHMI; Ooyiee BBIpaXKCHBI OHU
o ipu ATTR-Tume — BeposITHO, 3a cUeT Oojiee MeJ-
JICHHOTO ¥ IJIUTEJIBHOTO TEUYCHMS, OMHAKO M COBCEM
HeIaBHee, KaK OyATO OCTpOe MOSIBIICHNE YETKIUX CUMIITO-
MOB (Kak y 6oipHOro 111.) He MCKITI0Yaao JaHHOTO TUTIA;
2). mpu 3OxoKI — muddysnas runeprpodus JIK,
a y yacty 0oapHBIX 1 I1K pasmmaHoit cTteneHn (peako
boree 2 ¢M 1 COBCeM HEepeIKO — ITOrpaHNYIHAsI, Ha YPOBHE
13-14 MM) TIp OTCYTCTBUM TPU3HAKOB THIIEPTPOGOUHI
Ha OKI; mpy 3TOM mouTtu Bcerma — HeOobIIue (HOpP-

MaJIbHEIC) pa3Mepsl JIZK, mpru3HaKK peCTpUKIINN U Ta WU
WHas CTEIIeHb CUCTOJMYECKON MUCHYHKIUN; “IUCTHIX”
BapraHToB PKMII u 'KMII 3neck He 6B1BaeT! OT TKMIT
aMIUIONIO3 OTJIMYAIOT OOBITHO OTCYTCTBHE aCUMMETPII-
HoW runieprpodun, ot uauonaruyeckon PKMII — panee
THOSIBJICHNE TUTEPTpoPUM, M OT 00eHX KapaMOMHOIIa-
THI — paHHSS CUCTOJIMYeCKast TUCHYHKIIMS.

Crnenmduyeckoe CBeUYCHHE, THUIICPIXOTCHHOCTD,
BhIpaxkeHHasT HEOTHOPOMTHOCTh MHUOKapma, KOTOPBIU
B M-peXmMe MOXET BBITJISIACTh IOJIOCATHIM (B OTHOM
M3 IIPOTOKOJIOB HAM BCTPETWIICS TEPMUH “TIOBHITIICHHAS
0JIeCKOCTh MHMOKapaa”) — IIpU3HAKWd, KOTOpble, 0e3-
YCJIIOBHO, [eJIaloT IIPEAIIONOXEHHE 00 aMUJIOHMIO03¢
cepaila 6osee 0OOCHOBaHHBIM, HO HU B Koeil Mepe
He SIBIISIIOTCS 00s13aTeIbHBIMK. O1leHKa X BeChMa Cy0b-
eKTMBHA, M MOaXe ONBITHBIM CICIWANNCT HEe Bceraa
OTHO3HAYHO CKaXXeT 00 MX HAJIMYNU WM OTCYTCTBUM.
To xe camoe otHocutcss K MCKT 11 MPT cepana ¢ KoH-
TPAacTUPOBAHUEM: OHM MOTYT YKPEIUTH IPEHITOI0XKE-
HHEe 00 aMWIOHWIO3e, HO OTCYyTCTBUE ITUDDY3HOTO
CyO HIOKApANAIbHOTO KOHTPACTUPOBAHMSI HE MCKITIO-
yaeT AWarHo3a, a IPHW €ro HaJWYWM JTUAarHO3 MOXKeT
HE TOATBEPAUTHCS IIpU Omomncuu (KakK 3TO OBLIO
Y OIHOTO M3 HAIIMX MAlIMEHTOB ¢ OKOHYATEIbHBIM IHa-
rHozoM PKMIT).

[MomygyeHHBIC HAaMWU JaHHBIC O BBICOKOU WH(pOpMa-
tuBHOCTH MCKT moctaTouHO YHUKAJIBHBI — HaM BCTPE-
TWJIOCH JHWIIb OOHO NWJIOTHOe wucciiemoBanme 2015T,
B KOTOPOM METOI OBIJT YCITEIITHO MPUMEHEH Y 13 00IbHBIX
aMIJIOWIO30M Cepara, MOIy4eHO 2 JIOXKHOHETaTUBHBIX
¥ 3 JTOXHOTMO3UTUBHEIX pe3ynprata [12]. MCKT omHo-
BPEMECHHO ITO3BOJISIET MCKIIOUNTh KOPOHAPHEIN aTepo-
CKJIEPO3, HO BBISIBIICHUE TTOCJICTHETO HE NCKITFOYaeT aMU-
jgouno3a. Becbma trnuuHo (6% cpeay GOJNIBHBIX CTaplie
65 ner, [13]) coueranue aukoro tTuna ATTR ¢ gerenepa-
TUBHBIM a0pPTaJIbHBIM CTEHO30M — 00 3TOM IPUXOINTCS
nymath (OCOOEHHO Mepen orepalueii), Koraa CTeleHb
TIOpOKa HE OOBSICHSCT TSDKECTH IOPaXKeHUS MUOKapIa.
ABTOpPBHI OTHOTO M3 MEPBEIX OMMICAHUI 3TOTO (heHOMEHA
BUIAT OOBSICHEHHE B BEICOKOIT YacTOTe 000OMX 3a00JIeBa-
HUA y TOXWUIbIX [14], HO HOMKHA OBITh M OOIITHOCTH
naToreHesa.

Yxxe Ha 3TOM 3Talle OTUATHO3 aMUJIOMIO3a ceprma
CTAaHOBUTCS OTHUM M3 CaMBIX BEPOSITHBIX, M CJICHYIO-
IIUM IHaroM HOJKHO CTaTh €ro IIOATBEpXICHMUE.
[TockoNbKy BapWMaHTOB OYEHb HEMHOTO, aJTOPUTM
JIocTaToyHO TipocT. HezaBucumo oT BeposTHOCTU AL-
aMuJI0MI03a (OHA BBIIIE Y OOJBHBIX C CHCTEMHBIMHU IIPO-
SIBIICHUSIMU, OBICTPBIM HapacTaHueM cuMIrToMmoB XCH),
npoBomutcs 3a). UI'X mcciaenoBaHrWe KPOBU M MOYU
Ha JIETKWE IIeMd MMMYHOIJIOOYJMHOB: IPU WX OTCYT-
crBun AL-tun uckmouaercs; Ho TTR-amunonnos Toxe
MOXeET OBbITb CUCTEMHBIM (CTapuecKuil, MUKHWi1), MO3-
TOMY B JIIOOOM cjIy4dae oIlpaBmaHa 30). OMOIICHS ITOA-
KOXHOTO XWpa, CIM3WUCTHIX ICCHBI M/WIN KUIIKU.
Buomncus medenn Ha (hoHE BEIPAKEHHOTO 3aCTOSI HebOe3-
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oracHa. [1pn oTcyTcTBUM aMUITonIa B TIepudepruIecKmx
TKaHSIX TPOBOIATCS 4a). CHUHTHTpadusT MHOKapma
¢ nudocodanaramu (B Poccun — ¢ mmpodocdarom) —
IMOJIOXUTEIBHBIA Pe3yJabTaT IIPU OTCYTCTBUM JIETKMX
ereil Mmo3BoygeT cTaBUTh auardHo3 1 TR-ammiaonmgosa
6e3 Mopdosrornueckoil Bepudukamun; 40). SHIOMHO-
KapaualibHasl OMOIICHsI; KaK M IIPA MCCICHOBAHUM TKa-
Hell, HeOOXOOUMO TUITMPOBAHNE BBISIBICHHOTO aMWJIO-
nna; 4B). mouck myrannii B reHe TTR — momoxurens-
HbI{ pe3ysbTaT B MNPUHLMUIE IMO3BOJISIET OTKAa3aThCs
OT BBINOJHEHUS cuuHTHUTpadmu w Owmoncuu. Ilpu
OTCYTCTBUM MYTAaIlWil, HO MOJIOXWUTEILHON CIIMHTUTPA-
¢bum u/mm omoricum (¢ pe3yiabraTaMyd THUIIMPOBAHUS)
muarHoctupyercs gukuit Turt ATTR. Obenmu dhopmamu
TTR-amunongo3a cTpamaloT NPEUMMYIIECTBEHHO Julla
crapme 60 ser, mist myrantHoro ATTR, B omimunme
OT IWKOTO, CHUCTEMHOE ITOpaxkeHMEe COBCEM He Xapak-
TepHO, HO TUITMYHO Pa3BUTHE MOJIMHEHPOIIATUH.

Oco00 HEOOXOOMMO OCTAHOBHUTHCA HA BO3MOXHO-
ctax cuuHTurpacduu. [epsrie coobuenus o 100% ays-
CTBUTENLHOCTA 1 cnenu(UIHOCTH cuHHTI/Irpa(bm:I

Tc-3,3-mudocdono-1,2-mponaHoguKapOOHOBOM
KHUCIOTOM (gngc—DPD) B nuarHoctuke ATTR amunou-
Io3a cepaua B cpaBHeHMU ¢ AL ObIM caenaHbl elie
B 20051 [15]: yepe3 3 yaca mociie BBeIeHU TTpernapaTa ero
WHTCHCUBHOE HAKOIUICHHNE B MIOKapAe OTMEUCHO Y BCEX
60sbHBIX ¢ ATTR 1 HU y onHoro ¢ AL-Tumom u B rpyrmne
KOHTPOJISI, IPUIEeM THCTOJIOTMYECKH CTeIleHb MH(WIb-
TpallMi aMIUVIOWIOM He OTIMYaiach; aBTOPHI MPEIIIOa-
raloT CIIOCOOHOCTh M30TONA M30MPATEILHO CBSI3BIBATHCS
¢ ¢parmentamu ATTR. Mcnionbp3oBanue cumHTUTpadum
MO3BOJIMJIO auarHocTuposath aukuii Tunm ATTR y 13%
“OaHaibHBIX” MOXUIBIX 60abHBIX ¢ XCH 1 coxpaHHOI
DB; cpexnssa Tommuna JIXK cocrasuna 14 mMm [16]. AHa-
JornyHoe uccienoBanue 20161 BEISIBUIO aMUIOUIO03 YKe
y 29% 6oabHbIX [17]. UMEHHO K 3TOi KaTeropuu OTHO-
CHTCS Hallla manneHTKa I, y KOTopoii ¢ ycrexom IpruMe-
HeHa CHUHTHATpadus.

Wcrnionb30BaHHBIT HAMU 99TC—1'[I/I]:)0CDOCCbaT CBSI3BIBA-
€TCs CO MHOTMMU THITAMH aMUJIONAA, HO IIPU OTCYTCTBUU
JIETKAX IIeTle WMMYHOTIJIOOYIMHOB €Tr0 HaKOIUICHHE
B Muokapae cauaeTenabcTByeT o TTR-tmme. CoBceM
HEeIaBHO ITMAarHOCTUIECKIE BO3MOXHOCTH 3TOTO XOPOIIIO
HW3BECTHOTO M30TOIIA ITOATBEPKACHEI IIPU cpaBHeHUHA 121
6ompHOTO ¢ ATTR (He3aBucuMo oT reHoTuIa) ¢ 50 60JIb-
HbIMH ¢ He-ATTR amunmmo3om [18]: 4yBCTBUTEILHOCTD
Merozna coctaBwia 91%, cetmduynocts 92%. CooTHO-
IIeHNe WHTCHCHMBHOCTH CHUTHajJa C KOHTpJaTepabHOMU
cTOpoHOI >1,6 (Kak 3TO Habmomanoch y GosnbHOi I.)
OHOBPEMEHHO OBUIO IPEANKTOPOM HEOIArOIPUSITHOTO
nporxHo3a. B 2016r Ha ocHOBaHUM U3y4YeHUsI PE3YILTATOB
CuUMHTUTpaduu C 99mT(:—DPD, a TaKxKe C Tc-upodoc-
darom (PYP) n 99mTc—rI/I/:[p0MeTI/meH)11/chocd)0HaT0M
(HMDP) y 857 00IbHBIX C TIOATBE PKICHHBIM aMUJIONIO-
30M TIPEIOKEH HOBBIN aJTOPUTM, KOTOPHII TTO3BOJISET
craBuTh auarHo3 ATTR 0e3 mpoBeneHust OMoncuu mpu

TIOJIOXKUTEIBHOM CIMHTUTPAOUU M OTCYTCTBUU JIETKUX
meneit [19].

Oco60ro 00CYKICHUS 3aCTy:KUBACT CIydail OOJIbHOM
A. VIMeHHO y Hee MbI, BEpOSITHO, OLIMOJIUCH C IEPBOHA-
YaJbHBIM JIWArHO30M (MHOKApAUT), YeMYy CIIOCOOCTBO-
BaJIM aHaMHe3 (YeTKasl CBsSI3b C BUPYCHOI MH(peKIIneit),
BBICOKMI YpoBeHB crienudndeckoro AH®, orcyrcTBue
XapaKTepHBIX I aMWJIoWmo3a u3MeHeHmit Ha DKI
u ipu DxoKT, nrmaTaimoHHBINA TUTI TOPaXKeHUs. YUUTBI-
Basl, 4YTO B AaJibHENIIIeM TUarHoCTUpoBaH AL-Tur, ne0roT
3a00JIcBaHUs TIPEACTABISICTCA OYCHb HETUITMIHBIM,
a IUIMTEeJIBHOCTD Pa3BUTHUS CUMIITOMATUKY (HE MeHee 3-X
JIET) U TIOJTHOE OTCYTCTBHME OTCPOYCHHOTO HAKOILICHUS
no ganHeIM MCKT, BeImomHeHHOU 3a Tox go MPT,
3aCTaBJISIOT IIPEATOJIaraTh COUeTaHNE IBYX 3a00I¢BaHUIA
cepalla — MUOKapauTa M ammiongosa. C Apyroit cro-
POHEI, MpEeIIojaraeMblii MUOKAPINAT CJIa00 TTOAIaBaICs
JICYCHUIO, U, XOTS O3Bl METUTIPEIa ObUT HU3KUMH, €TO
OITHOBPEMEHHOE IIPUMCHEHNE C a3aTHMOIPHUHOM MOIJIO
MIPOCTO 3aMEIJIUTh Pa3BUTHE aMUJIONIO34.

[umoTe3a o coyeTaHMM W BO3MOXHOM B3aMMHOM
BIMSHUNA MUOKapanTa U AL-aMuiaonmo3a He SIBISIETCS
¢daHTAaCTUIHON M IOJKHA TIPUHUMATHCS BO BHUMAaHUE
y OOJBHBIX C TSXKEIOU CUCTOJMYECKOU NUCHYHKIIUEH
n aputMusgmu. CoBceM HETABHO OITYOJIMKOBAHBI
pe3yabTaThl padboThl U3 KIuHUKU [apuTte: nmpu Mmopdo-
JIOTUYECKHU IoATBepXaeHHOM ¥ 42 60abHBIX AL 1 TTR
aMMJIOMI03€ cepala yactota ooHapyxeHus:t MI'X-nipu-
3HAaKOB BocmajeHust cocrasuia 40%, nmpuueM MporHo3
OOJIbHBIX ¢ MHUOKApIUTOM OKAa3aJICSI JOCTOBEPHO XYXKe
[20]. OmmcaHBl ciiydam OOHApyXKEHHS BUPYCHOTO
TeHoMa B MHMOKapje y OONBHBIX ¢ aMIongo3oMm [21].
WmeroTcsT maHHbIE O MOSBIIEHUMM craHmapTHoro AH®
npu AL-amunonno3se [22] (BBISIBJICH Y Hallleit OOJBHOM
K.), omHako ypoBeHb aHTHKApIWAIbHBIX AHTHUTEI
y 3ThX OOJBHBIX HE HM3y4ajcs. Y Hallero IalueHTa
¢ npenmnoynaraeMbiM ATTR cnenudnueckoro AH®
He BBIsIBIIeHO. OTBETUTH HA BOIIPOC O IPUpPOIe O0JIe3HU
y MallMeHTKU A. MorJia Obl OMOIICHSI MUOKapaa, OJHAKO
Ha TIePBBIX 3TAllaX CUMIITOMBI U nuchyHKIus JIK Opn
YMEpeHHBIMH, U MBI HE HaCTaUBaJIkd Ha OMOIICUM, KOTO-
poif mamMeHTKa omacanach, a B JaJbHEHIIeM ee Jieue-
HUE OTpeAesl aMIJIONI03.

HaHHas cTaThsI MOCBSIICHA MPEUMYIIECTBEHHO THa-
THOCTMKE aMWJIOMIO03a Cepllia, OAHAKO B 3aBeplUIEHUE
KpPaTKO OTMETHM HEKOTOPHEIE OCOOCHHOCTU JICUCHMSI.
JByM 13 HammX OOJBHBIX ITPOBEACHO XHUPYPIrUICCKOE
nmeyeHne. Omepalidsl Ha OTKPBHITOM cepame (Io ITocTa-
HOBKM IVarHo3a) 1o moBoaxy MA He oKazajla CTOMKOTO
addekra. [To gJaHABIM JIUTEPATyPHI, PE3YIBTATHI PAINO-
yaCTOTHOM abmanuu (26 60ibHBIX 3a 20 JIET) [0 IOBOILY
MA ¥ HaIKeTyTOYKOBBIX TAXUKApAUU HEe OYeHBb YTEIIN-
TeJIbHBI. B TEUCHUE TOHAa apUTMUS He pelMINBHpPOBAajIa
y 60-75% 6ojbHBIX, HO 11 M3 HUX MMOrMOJIM B pa3HbIC
cpoku [23]. Natale A, et al. ormmcanm Takxke 2 ciaydas
YCIEITHOM a0JIally IO TTOBOAY XKeJIyIOIKOBOTO IITOpMa
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[24]. OT™MeTnM, 4TO IJI HAIIUX OOJIBHBIX IpeACepIHbBIe
apUTMHUHU OKAa3aJMCh 00Jice XapaKTePHBI, 9eM KeIyI0d-
KOBEIe (ycToitumBast MA y TpouxX OOJBHBIX M HaIKEIIy-
JTOYKOBAsT SKCTPACUCTOJNIMS €Ille Y OMHOI), 4YTO MOXKHO
OOBSICHUTDH BBIPAXXEHHOW I€perpy3Kou mpeacepauit
B paMKaX PeCTPHMKIUN M COOCTBEHHO aMWJIOHMIO30M
npencepauii. B nurepatype yactory MA olleHUBAIOT
Ha ypoBHe yumb 15-17% [25]. Tonpko OAWH Hall
OOJILHOU HYyXHAaJcs B IIOCTOSSHHOM KapIMOCTUMYJISI-
TOpe — BO3MOXHO, OCTaJbHBIC TIPOCTO HE TOXWBAIU
IO TSDKENIBIX OIokan. Bo BCsSIKOM cirydae, M30JMpPOBaH-
HOTO M PaHHETO ITOPaXXKeHMS IIPOBOISINEIT CUCTEMBI MBI
He HaOIonann.

IMauueHty ¢ MyranTHBIM TTR-aMUI0Ma1030M UMILIAH-
tupoBaH MK]JI ¢ mocnenyromieit 3ameHoit ero Ha CRT-
D. CrhneumanbHBIX pPeKOMEHIALIMNA IO WMILJIAHTAIIUIN
9TUX YCTPOMCTB OOJBHBIM C aMWIJIOMAO30M HET, MBI
UCXOOWIN W3 HAJIWYUS IT0Ka3aHUH K CTUMYJISIINU
" BeIpakeHHOTO cHIKeHUs @B B paMKax reHeTMIeCKOM
KaparomuomnaTun. 1o JaHHBIM HEKOTOPBIX PETUCTPOB,
YacToTa omnpaBIaHHBIX cpabaTbiBannit MK/l mocturaer
npu amwiongose (B ocHoBHoM TTR) 27% meHee uem
3a 5 mecsiieB [26]. UHTepecHO, uTo B 84% ciiydaeB Mpo-
¢dumakTrKa ObLIa IIepBUYHON, ITOKa3aHUEM K Hell ObLUIN
IIOCTAaHOBKA B JINCT OXWAAHWSA Ha TPaHCIUIAHTAIUIO,
MIPEAIIOIOXUTEIBHO apUTMOreHHBIe oOMopoku, ®B
<35% w 4Jacras XeJyqOYKOBasi SKTOMUS C MOTPeOHO-
ctpio B cruMyisinun. CooOmieHUs 00 WMILIaHTallNd
CRT-D npu amunmonmo3e emMHUIHBL [27]; HaIl OBYX-
JICTHUI ONBIT MOXHO OLICHHTb KaK ITOJIOXUTEIBHBIN,
HecMOoTps Ha MA: maliueHT HU pa3y He TOCITUTATH3NPO-
Bajics. Ha ompemenmeHHOM 3Talle paccMaTpUBalCs
BOIIPOC O IIPOBEACHMM €My TPaHCIUIAHTAIIUKM CepAalla
W TIe4CHU, OOHAKO MPHUCOCAMHCHUE BBIpaKCHHOMU
IMOYEYHON HETOCTaTOYHOCTH (aMUJIOMTHON?) caerano
ero HeaKTyaJbHBIM. Hammm Haboae IS TOATBEPKAAIOT
naHHbie 0 ToM, yTo ATTR cam 1o cebe sgBaseTcs pakTo-
poM OoJiee 61aroIpuATHOTO ITporHo3a [28], B TO BpeMs
KaK CpeImHsISI BRDKMBAeMOCTh Ipu AL Tume cocrapisier
46 mecsaues [29].

K coxanenuro, IuITb y OMHON M3 HAIIMX OOJBHBIX
(c AL-TuIioM) oKa3alloch BO3MOXHO cIleIM(prUIecKoe
MeauKaMeHTo3Hoe jedyeHue. Eciu B Tepanuio AL-amu-
JIONI03a BHEIPEHBI aKTUBHBIC CXeMbBI Ha OCHOBE MeJIa-
JaHa, boptezomuba, To mist TTR-amunonmosa o nocien-
HETO BpPEMCHM TaKHWX IIpeIapaTtoB He ObuTo. B Hawaie
2017t B Poccuu Oymet 3aperucTprpoBaH mpemnapart Tacda-
MUIUC, KOTOPBI OTHOCSAT K KJ1accy ctabunu3atopoB TTR;
IMOKa3aHMEM K €TI0 Ha3HAYCHMIO ITOKA CUMTAIOT aMIUIOWI-
HyIO HEHpOITaTHIO, B OTHOIICHNH cepaiia 3P (PeKT MOKHO
OLICHUTH KaK YaCTUYHYIO cTabmnu3anmio [30, 31], omHaKo
noBbiieHKe 1035l (¢ 20 g0 60-80 MI/CyT.) MOXET IIpUBe-
ctu K ycueHmio addexra [32]. B EBpone akTuBHO pas-
pabaThIBAIOTCS U MPOXOASAT UCIBITAHUS APYTUE KIIaCChI

MperapaToB: MOAAB/SIONINE CUHTE3 PEAIIECTBEHHUKOB
TTR (peBycupaH), BEI3BIBAIOIINE IETPATaIINi0 (PUOPUILIL.
“AMWIONIONOTMA” CTAHOBUTCS OTIEJIBHOM CIIeLMaTb-
HOCTBIO, C TaJbHEHIIINM pa3aeacHIeM Ha CIIeIINaINCTOB
no teueHuio AA, AL, TTR ammnonno3sa u 1.1. DTOT Ipo-
1ecc BBI3BIBACT W PAIOCTh, M TPycTh. HO mepBEIMHU cIic-
OUATACTaMH, KOTOPBIC CTOJKHYTCS C IIPOSIBICHHUSIMU
aMIJIONIIO3a CepAlla, BCE PaBHO OCTAHYTCS TepaIleBTHI
¥ KapJIUOJIOTH IIUPOKOTO MPpOoPuisd — I HUX M Hamu-
caHa 3Ta CTaThsl.

3aknoueHme

1. AMunonmo3 cepaiia MOXET IPOSIBIISITHCSI JTIIOOBIM
CTPYKTYPHO-(GYHKIIMOHAILHBIM BApHAHTOM KapIUOMHO-
MaTUU: HE TOJBKO TUMIEPTPOPUISCKUM U PECTPUKTUB-
HBIM, HO W OWJIATAllMOHHBIM 0€3 YeTKOI THIepTPOGHH,
a TaKXke COYeTaHHEM DBJIEMECHTOB BCEX TpPeX THUIIOB
¥ MHUHUMAJIbHBIMH CTPYKTYPHO-(YHKIIMOHATILHBIMU
W3MEHCHUSIMM, Hamboiiee crenududHa auddy3Has
ranepTpodus ¢ pecTpuKuneil u cHikeHneM @B, Ho 0e3
mnatanuu JIK.

2. Ilpy HamMIMM JTIOOBIX CHCTEMHBIX ITPOSIBIICHUMA
B couetannu ¢ “I'KMIT”, “PKMIT” u “AKMIIT” ammno-
W03 JOJKEH MCKITIOUAThCS KaK BO3MOXKHAS MX IIPUIIHA.

3. Ipu Hammuum TUIepTpoUM MUOKapJa Mo JaH-
HBIM Ox0KI' Ha BO3MOXHOCTh aMIJIOWI03a YKA3bIBAIOT
HecootBeTcTBIEe DKI (OTCYTCTBHME CHMHIpPOMA TUTIEPTPO-
¢um JIK, cHixeHne BosbTraxka KoMIiekcoB QRS, koM-
wrekcel QS), muddy3HBIN XapakTep TUIepTpoduu (He
tonbko JIK, HOo m I12K), mporpeccupyioinee CHIDKCHHE
cucronnyeckoit pyHkimu JIZK 1 HapacTarolast pecTpuk-
nus. PanHee mameHMe COKPaTUMOCTH, CUMIITOMBI HIIIC-
MuM 1 aunartainuys JIZK MoryT ObITh CE€ICTBUEM aMWJIO-
WIHOTO TTOPAXXKCHUS MEJIKNX apTepHiA.

4. OueHka 5XOreHHOCTM MMOKapma, a Takke MPT
1 MCKT cepmiia ¢ KOHTpacTHPOBaHMEM ITOMOTAIOT B IIOCTA-
HOBKE IMarHo3a, HO He IMMOATBEPXKIAIOT M He MCKITIOYAIOT
ero. Merogamu Bepudpuxkauuu guariosza AL- uau TTR-
aMIJIONIIO3a CEePIa SIBJISTIOTCS BBISIBICHME JICTKUX LIeTICH
MMMYHOTJIOOYJIMHOB B KPOBM/MOYE, aMIJIOMIHBIX Macc
B IepudeprIecKUX TKaHAX (CIU3HUCTBIC, ITOIKOXHBIN
KWP U TIp.) U/WIH CepIlle, MaTOTeHHBIX MyTalliii B TCHE
TTR; cuunTturpadus Mmokapaa c 99TC—HI/IpOCbOCCbaTOM
(B orcyrctBue B Poccum mpemapatoB mmdochoHATOB)
MOXET WCIIOJb30BaTbCs IS ITOCTAHOBKU IHMArHO3a
ATTR. MCKT cepaiia ¢ B/B KOHTPaCTUPOBAHUEM MOXKET
WCITOJIb30BAaThCS B TUATHOCTUKE JIIOOOTO THUIIA aAMUJIOM-
II03a cepala.

5. AMuiionao3 cepjla MOXeT COMPOBOXIAThCS 3HA-
YUMBIM TIOBBIIIEHUEM TUTpa criennduiyeckoro AH®
(BciemcTBME BTOPMIHOIO MMMYHHOTO OTBETa Ha THOEIb
KapIMOMHUOIMTOB? ), XOTSI BOSMOKHOCTh COUCTAHUS aMM-
JIOMI03a cepara M MUOKapaANTa ToXe He0OOXOIMMO UMETh
B BUIY.
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