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AMUNONI03 — 3TO reTeporeHHas rpynna 3aboneBaHnin, KOTopble xa-
PaKkTepM3YITCS SKCTPALENIONAPHBIM OTAOXEHNEM TAMKONPOTENaa
(ammnonpga) B pa3nuyHbiX OpraHax, B T.4. B CEPAEYHO-COCYAUCTON CU-
cTeme.

Lienb. PeTpocnekTBHO NpoaHanmManpoBatb 0COBEHHOCTU MOPaXeHUs!
CEepAEeYHO-COCYANCTON CUCTEMBI Y MALMEHTOB C MOPQONOrNYECKN Be-
pPrOUUMPOBAHHBIM CUCTEMHBIM aMUIOUA030M.

Marepuman u meTtoppl. [lpoBeaeHa PETPOCMEKTUBHAS OLeHKa 38 cny-
4yaeB CMCTEMHOrO0 ammnnonao3a, cpeamn KoTopbix B 57,9% cnyyaes ana-
rHOCTVKa Oblia OCYLLECTBIEHA MPWKN3HEHHO (Y 27,3% U3 HUX AMarHo3
BNOCNEACTBUN Obla NOATBEPXAEH Npu aytoncum), B 42,1% cnyyaes
[MarHo3 ycTaHoBneH Ha aytoncuu. Mopdonornyeckas sepudukaums
OCYLLECTBASANACh C MOMOLLbIO OKpacku KOHro kpacHbIM € MccnefoBa-
HVWEM B MOASIPU30BaHHOM cBeTe. KputepnsimMm AMarHoCTUKM CUCTEMHO-
ro xapakrepa nopaxeHuns SBASIMCL Mopdponorunyeckas sepmdukaums
[1eno3nToB amuionaa B GruonTartax >2 nokanusauuii unm mopcdonoru-
yeckn BepuduKaLms feno3nTos amuionaa B Grontate 0fHO oKam-
3aLMM B COYETAHUN C KJIMHUYECKOW KaPTUHOW NOPaXeHUsl, xapakTep-
HOW Ans aMunonzo3sa, kak MUHMMYM OOHOrO MHOro opraHa. MegwaHa
(3mecb 1 manee B ckoOKax ykadaHbl 25- 1 75-npoLeHTun) Bo3pacTa
NauyeHTOB C CUCTEMHbBIM amnIonMa030M cocTasuna 72,5 (64-84) ropa.
Cpean Hux 65,8% xeHwyH, 34,2% MyX4uH.

Pesynbrartbl. B aHamHese y 81,6% naumMeHTOB C CUCTEMHBIM amu-
novnao3oM Obina 3afOKYMEHTUPOBAHA apTepuanbHas rMNepToHus,
y 52,6% — uwemnyeckas 60ne3Hb cepaua, y 34,2% — uHbapkT Muno-
Kapaa, y 36,8% — caxapHblii gnabet 2 Tuna, y 44,7% — dubpunns-
ums npeacepauni, y 26,3% naumeHToB — HapyLleHWsi MPOBOAVMOCTMU.
13,2% naumeHToB Obl UMMNIAHTUPOBAH 3NEKTPOKAPAMOCTUMYASTOP.
Ha anektpokapguorpamme y 42,3% nauveHTOB OTMeYancs HU3Kui
BonbTax komnnekca QRS. Mo gaHHbIM axokapamorpadumn rmnepTpo-
dua nesoro xenynouka (JIX) soigsneHa y 94,7% naumeHTtos. Y 31,6%
nauMeHToOB MMENNCb NPU3HaKK “3epHUcTocTn” muokapaa; y 20% —
HapyLLeHNs nokanbHOW cokpatumocTtn JIXK, y 77,8% — noBblleHnEe
NABNEHNS B NNIErOYHON apTepun; y 28,6% — npusdHaku amactonmye-
ckon pguchyHkumm JIXK, y 14,3% — HOopmanbHasa guactonuyeckas
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dyHkums. @pakups Beibpoca (PB) JIX (no CumncoHy) coctaBuna 55
(44,5-55)%. ®B J1K <40% BriseneHa y 15%, 40-50% y 20%, >50%
y 65% nauneHToB. XpoHMYeckas cepaeyHas HeJoCTaTOYHOCTb Obi-
na ykadaHa B KIMHUYECKOM amarHo3e y 71,1% naumeHToB C CMCTeM-
HbIM amMMIION030M, XPOHUYeCKas 6051e3Hb Noyek y 95% naumeHToB.
PacuyeTHas ckopocTb ky0O4YKOBOW ¢unbTpauun coctasuna 21,2
(13,1-40) mn/mun/1,73 M2, MpoTtennypus (1,1 (0,5-3,0) r/n) BbigBeHa
y 88,9% naumeHToB. HedbpoTtnyeckuin cuHgpom umen mecto y 27,8%
OObHBbIX.

3aknoyeHune. bonbHbIM C MOPaXKEHNEM CEPAEYHO-COCYANCTON CU-
CTEMbl HESICHON 3TMONOrMK, 0COBEHHO MPW HaNUYMKU YTONLEHNS
cTeHkun JIK, coxpaHeHHoin @B JIXK, xpoHuyeckoin 6one3Hn noyek 4-5
CTafnii U NPOTEUHYPUM, HEOOXOAMM CKPUHUHI HA CUCTEMHbIA amu-
nonpos.

KnioueBble cnoBa: aMunonaHas kapanomMnonaTus, XpoH1Yeckas cep-
[eyHas HegoCTaTOYHOCTb, GUOPUANALMS NPEACEePani, CUCTEMHbI
aMUIOMA03, aMUIONA03, rnepTpodus NeBOro Xenyaoyka, epakums
BbIOPOCA NEBOr0 Xenyao4ka, XpoHuyeckas 601e3Hb noyek, anboyMuHy-
pwisi, TPOTENHYPUSI, HEPPOTUYECKMIA CUHLPOM.

OTHOLLEHUs U JeaTenbHOCTb. PaboTa BhINOHEHA B paMkax rocynap-
cTBeHHOro 3amaHua GrAQY BO PHMY um. H. W. Muporosa MuH3gpasa
Poccum (N2 rocpeructpaummn HAP AAAA-A18-118040390145-2).
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Retrospective analysis of cardiovascular involvement in patients with systemic amyloidosis
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Amyloidosis is a heterogeneous group of the diseases caused by
the extracellular deposition of amyloid in various organs including a
cardiovascular system.

Aim. To study the cardiovascular damage in patients with systemic
amyloidosis.

Material and methods. A retrospective assessment of 38 cases of
systemic amyloidosis was carried out. Diagnosis was verified by biopsy
in 57,9% (27,3% of these cases were then confirmed by autopsy) and
autopsy in 42,1% of patients. Congo red stain and polarized-light
microscopy were used. The systemic nature of lesion was diagnosed
in the positive biopsies of two or more localizations or in the positive
biopsy of one localization in the combination with the clinical picture of
amyloidosis at least one organ. Median (interquartile range) of age was
72,5 (64-84) years (women, 65,8%; men, 34,2%).

Results. In the medical history, 81,6% of patients with systemic amy-
loidosis had hypertension, 52,6% — coronary artery disease, 34,2% —
myocardial infarction, 36,8% — type 2 diabetes, 44,7% — atrial
fibrillation, 26,3% — conduction disorders. Also 13,2% of patients had
an implanted pacemaker. According to the electrocardiography, 42,3%
of patients had a low QRS voltage. According to echocardiography,
left ventricular (LV) hypertrophy was detected in 94,7% of patients.
In addition, 31,6% of patients had signs of granular sparkling
myocardial appearance, 20% — impaired local LV contractility,
778% — increased pulmonary artery reassure, 28,6% — LV diastolic
dysfunction, 14,3% — normal diastolic function. LV ejection fraction
(LVEF) was 55 (44,5-55)%. LVEF <40% was detected in 15%, 40-
50% — in 20%, >50% — in 65% of patients. Heart failure was
indicated in 71,1% of patients with systemic amyloidosis, chronic
kidney disease (CKD) — in 95% of patients. The estimated glomerular
filtration rate (CKD-EPI) was 21,2 (13,1-40) ml/min/1,73 m?. Proteinuria

(1,1 (0,5-3,0) g/I) was detected in 88,9% of patients. Nephrotic
syndrome occurred in 27,8% of patients.

Conclusion. Patients with cardiovascular lesions of unclear etiology,
especially in the presence of LV wall thickening, preserved LVEF, stage
4-5 CKD and proteinuria, require screening for systemic amyloidosis.
Key words: amyloid cardiomyopathy, heart failure, atrial fibrillation,
systemic amyloidosis, amyloidosis, left ventricular hypertrophy, left
ventricular ejection fraction, chronic kidney disease, albuminuria,
proteinuria, nephrotic syndrome.
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AB — atpuoBeHTpuKynsipHas, Al — apTepuanbHas runeptenaus, [TK — runeptpodus nesoro xenynouka, UBC — nwemuyeckas 6onestb cepaua, UM — nndapkT muokapaa, KA — kopoHapHble aptepuu, JIK — nesblit
xenynouek, Cl — caxapHbiit anabet, CAJIA — cucTonuyeckoe fasneHue B nerouHoi aptepumn, CK® — ckopocTs kny6oukosoii punstpaumnn, ®B JIK — dpakuns Beibpoca JK, PK — dyHkumoHansHbii knace, P — du-
6punnauns npeacepauii, XbM — xpoHnyeckas GonesHb noyek, XCH — xpoHnyeckast cepaeyHas HelocTaTouHocTb, XCHC®B — xpoHnyeckast cepaeyHas HefloCTaTOMHOCTb € coxpaHeHHol ®B, 9KIM — anekTpokapano-
rpamma, 9xoKIm — axokapauorpadws, NTproBNP — N-KOHLEBOI pparMeHT MO3roBoro HaTpuitypeTU4eckoro NnponenTuaa.

BBenenue

AMWIONI03 MpeacTaBiaseT co0oil rpymmy 3a00-
JIeBaHWI C BHEKJIETOUHBIM OTJIOXEHMEM CIleluduie-
ckoro rmiukomnporteuaa (amuiaouna) [1]. B Hacrosiee
BpeMsI U3BECTHO 36 pasIMyYHbBIX TUIIOB aMUjIon03a [2],
XapaKTepU3YIOIINXCs JTOKAIbHBIM U CUCTEMHBIM T10-
paxeHueM. JIoKaabHbI aMUIOUIO3 CBSI3aH C Mopaxe-
HUeM Kakoro-aubo ogHoro opraHa. IIpu cucreMHOM
aMUJIOU03€ TTOPaXaroTCsd pa3lUuYHble OpTaHbl U CU-
cremsl [3, 4]. nuTeabHOE BpeMsl CUCTEMHBIM aMUIoM-
JI03 MOXET MPOTEKaTh OECCUMIITOMHO, 3aTeM MaHube-
CTUPOBATh PA3TUIHON KIMHUIECKON CUMIITOMATUKOM,
B T.4. CHMIITOMaMH¥ U TTpU3HAKaMU TTOPAKEHUS cepied-
HO-COCYAUCTOM cuctemsl [5-9].

ITopaxeHue cepana xapaKTepHO IS HECKOJIb-
KUX TUMOB amuionno3a. OnUH U3 HUX JIOKAJTbHBINH —
AANF-amunounos npencepauit (0ejqkoMm Tmpealie-
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CTBEHHUKOM SIBJISIETCSI TPENCepAHbII HATPUIypeTH-
yeckuit dakrop — ANF), apyrue — cuctemHbIe:
AL-amunonno3 (6e10K MpeAIIeCTBEHHUK — JIeTKUe
LlenyM UMMYHOIJIOOYAMHOB), AB2m-amuionno3 (2 mu-
KpomioOysiuH), AA-aMuion103 (CBIBOPOTOYHBIN aMu-
Jgoun A), AApoAl-amunonno3 (anonumnomnporeud Al),
ATTR-amunouno3 (TTR — tpanctupetrun) [10]. U3
CHUCTEMHBIX (POPM cepale yalle BCEro mopaxaeTcsi mpu
AL-, AA- u ATTR tunax [5].

Llenb paboThl — PETPOCIIEKTUBHO MTPOAHAIU3UPO-
BaTb OCOOEHHOCTU MOPAXEHUS CEPIEUYHO-COCYTUCTON
CHCTEMBI Y TAIIUEHTOB ¢ MOP(OIOTMYECKN BeprupUIIM-
POBAHHBIM CUCTEMHBIM aMIJIOUIO30M.

Marepuaj u METObI
IMpoaHanu3upoBaHa MeAUIIMHCKAs JOKyMeHTalust 38
nanueHToB (65,8% xeHiuH, 34,2% MyX4UH) C CUCTEMHBIM
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amuionno3oM. B 57,9% (22) ciyyaeB IMarHOCTMKA CUCTEM-
HOTO aMWJIOMI03a OblIa OCYIIECTBICHA MPUXKU3HEHHO (B 8
CJIy4asix 3aTeM HACTYIWJI JIeTAJIbHBINM UCXOM, TTPU 3TOM B 75%
(6 u3 8) ciayyaeB AMArHo3 ObUI MOATBEPXKICH MPU ayTOICHUU,
a B 25% (2 u3 8) ciyyaeB ayToOIICHsI He IIPOBOAMIIACE), B 42,1%
(16) ciyyaeB mMarHoO3 BIEPBbIE YCTAHOBJIEH Ha ayTOICHUU.
Mopdonornueckue ucciaenoBaHus ObUIM MPOBEIEHBI BbICO-
KOKBaJTM(OUIIMPOBAHHBIMU MATOJOTOAHATOMAMU C OIMBITOM
JIMarHOCTUKU IAHHOTO 3a00JsieBaHus1. B cOOTBeTCTBUM C MEXK-
JYHapOIHBIM 30JI0TBIM CTAHAApPTOM MCCIIENyeMble 00pasiibl,
MOMUMO CTaHAAPTHON OKPAaCKMU TreMaTOKCWJIMH-203WHOM,
ObLTM OKpanieHbl KOHro KpacHBIM U MCCIICIOBAHbI B MOJISI-
pU30BaHHOM cBeTe. TunupoBaHue amuwionaa (mpoda ¢ mep-
MaHTaHaTOM KaJlusi, UMMYHOTUCTOXMMUYECKOE MCCIIeI0Ba-
HHE) [0 TeXHUYECKUM MPUYMHAM IIPOBeAeHO Juiib B 26,3%
ciyvaeB (pUCYHOK 1).

O0beKTaMU TIPUXKU3HEHHOTO MOP(MOJIOTUYECKOIO KC-
cJIeMOBaHUsl SIBJISUIMCh OUONTAThl MOAKOXHOMN XKUPOBOU
kieryatku y 13 (34,2%); XenynouyHO-KUIIEYHOTO TpaKTa:
xenynok — y 1 (2,6%), nBeHaalaTUNepcTHas KUIKa — y 3
(7,9%), nonsanouiHas kuiuka — y 2 (5,3%), Toncras Kumi-
kKa —y9 (18,4%); mouku — y 1 (2,6%) u TpernaHOOGUONITATHI
KkocTHOro mMosra y 2 (5,3%) nauuentos. [Ipu uccienoBaHumn
OUOIICUIHOIO MaTepHaja Aero3uThl ammionna B 14 (63,6%)
clyJasix ObUIM BBISIBJICHBI B OMOMTATaxX JUIIb 1 JIOKaJIM3aluu
(13 Hux B 5 (35,7%) ciaydasx CUCTEMHbII XapaKTep Mopaxe-
HUSI TI03Xe MONTBEPKIeH Ha aytorcuu, B 3 (21,4%) cnydasx
B OMONTaTaX MHOM JIOKATU3allMK JAETO3UTOB aMUJIOUIA BbI-

AA
7.9% (3)

AA-Tun
uckmoueH 23,7%

©

AL
15,8% (6)

ATTR
2% (1)

HeonpeneneHHbIit
73,7% (28)

Puc. I PacnpeneneHue 60JbHBIX 110 TUITY aMuIonao3a: AA — AA-tun
ammionnos3, He AA — He AA-tun amunounosa, AL — AL-tun
ammionnosa, ATTR — ATTR-tun amuiionnosa, HeomnpeaeaeH-
HBIi — THUIT aMUJIOUI03a, HE OMPEICICHHBIN 0 TeXHUYECKUM
MPUYMHAM.

IMpumeuaHue: B Tpyrine OOJbHBIX C HEONPEAEJICHHBIM TUIIOM aMUJIOM-
1032 JOTIOJIHUTESIbHO BbIIETIEHA A0S MALUEHTOB, y KOTOPBIX ObLI
UCKITI0UeH AA-TuTI.

Taomuuna 1

WctouHuku 6uoricuu ajis uccienoBaHuit MaluueHToB C ]'[pI/I)KI/I3HeHHOI‘/‘I JIMAaTHOCTUKOMN aMUJIOUI03a

HcToynnkn GHONCHH Y ALMEHTOB C AMIJIONI030M

Ne TTonxkoxHas

KenynouHo-kuieyHasi Tpakra

ITouka TpenaHoGuonrat

MalMeHT  KMpoBasd KJICTYaTKA  Kenynok JIBeHamaTUIIEpCTHAsST KUIIKA

Tons3momrHas kumika ToacTast KUIIKa KOCTHOr0 MO3ra

1 + - - =
2 “F

3 +

4 + . .

5 + +

6 +

7 + +

8 F

9 + +

10 - =

11 + +
12 aF =

13 + +

14 =

[Mpumeuanwue: (+) TONOXUTETBHBIN, (-) OTPUIIATENbHBINA. [0MyOBIM IIBETOM BBIICICHBI XUBBIC TTAIIUEHTHI, XEITHIM — TAIUEHTHI, Y KOTOPHIX Ha-
CTYMWI JIETAJIbHBIN UCXOM, AyTOTCHUSI He MPOBOAMIACH; KPACHBIM — JIETaJIbHBIN MCXON HACTYIMWI, ayTOICUSI TPOBOAMIACH. LIBeTHOE M300paxeHue
JOCTYITHO B 3JIEKTPOHHOI BEpPCUM XKypHaJa.
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Tabmna 2
YacToTa BBISIBJIEHUS aMujionaos3a B MHOFO]'IpO(I)I/U'IBHOM crTagroHape
Mo pe3yjibTaTaM OMOTICUITHBIX UCCeNOBaHUMI
Ton Konunuecrso KonunuecTBo nauueHTos, Konunuecrso % GOJNBLHBIX Yacrora
MIPOIEUECHHBIX Marepuan KOTOPbIX HalpaBieH TTO3UTUBHBIX ¢ aMUJIOUI030M TIMAaTHOCTUKHI
B CTallMOHape Ha I'MCTOJIOTMYECKOe MCCIe0BaHre Ppe3yJabTaToB 13 yKcsia MPOJIGYEHHBIX — aMUJIOn103a/
MaUEeHTOB U1t BepuuKauuy aMmuaonia B CTallOHape 100 TeIC. Yei.
2015 42024 4 0 0 0
2016 46047 5 1 0,0021 2,17
2017 45909 15 3 0,0065 6,53
2018 49604 34 15 0,030 30,2
2019 47024 86 25 0,053 53,2
2018-2019 96628 120 40 0,041 41,4
2008-2019 445964 - 56 0,0126 12,6

SIBJICHO He ObL10; B 6 (42,8%) ciydasix 3a60p 6uonTaTa MHOMN
JloKanu3aiuu He ripooauics, B 7 (31,8%) ciydasix 1emo3uTsl
aMIION/Ia BBISIBJICHBI B OMOTITaTax ABYX M OOJee JoKaim3a-
uwmit (mpu 31oM B 1 (14,3%) ciydae cUCTeMHBI XapakTep Mo-
pakeHMs TI03XKe IMOATBEPKIEH Ha ayrorcui, B 2 (28,6%) ciy-
YasxX MO3UTUBHBIE OMOTTATHI OBUTH B3SITHI M3 PA3HBIX OTIEIIOB
JKEJTyTOUYHO-KHUIIIEYHOTO TpaKTa) (Tabdauia 1).

KputepusiMmu cucteMHOTO XapakTepa MOpaxXeHUs sB-
JsTUCh MOPGOTOTUIECKY TOKa3aHHBI aMWIOUI03 B OWO-
mTatax OByX W Oojee JoKanu3auuii uiu MopdhoIoTHIecKu
NIOKa3aHHBIII aMUJIONI03 B OMONTAaTe OMHOU JTOKAIM3AIUuN
B COYETAHUU C KIMHUKO-WHCTPYMEHTATbHOI KapTUHON T0-
paxkeHWsI, XapaKTepHON IS aMWIONI03a, KaK MUHUMYM
onHoro oprana. KiIIMHUKO-WHCTPYMEHTATbHBIM KPUTEPUEM
TOpaXkeHUsT cepllia SIBISIOCh HAIMYKE YTOJIIEHUST CTEHKHU
neBoro xexaynouka (JIZK) >12 mm. KIIMHUKO-MHCTpYyMEH-
TaJIBHBIM KPUTEPUEM TTOPAKEHUS TTOYEK SIBISITIOCH HATMINE
aTbOYMUHYPUH/TIPOTEUHYPUU U CHIXKEHUE CKOPOCTH KITy-
60ukoBoii puasrpaunu (CKD).

B xaxnom u3 22 (100%) ciyuaes aytoricuii (B 6 (27,3%)
cydasiX AMarHo3 ObLI YCTAHOBJICH MPWXWU3HEHHO, a B 16
(72,7%) cnyvasix BIepBble YCTAHOBJICH Ha ayTOTICUM) BBISIB-
JIeH CICTEMHBII XapaKTep aMUIOUI03a.

[Mpu dbopMynupoBKe MaTOIOTOAHATOMUYECKOTO JHa-
rHo3a B 18 (81,8%) ciyuasx CUCTEMHBII aMUJIOUIO3 pac-
cMaTpuBalics Kak MepBOHAYadbHas MpUInHA cMepTu (B 14
(63,6%) ciyuasx ¢urypupoBai B KauyecTBe OCHOBHOTO 3a-
OoneBaHUs, B 4 cydasx paccMaTpUBAJICS KaKk KOMOPOMIHOE
cocrosiHue: B 3 (13,6%) — B coueTaHUU ¢ XPOHUYECKOI Hlle-
muueckoii 6onesnbio cepaua (MBC), B 1 (4,6%) — B coue-
TAaHUM C TUIIEPTOHUYECKOU 00se3Hb0. B 4 (18,2%) ciaydasx
paccMaTpUBaJICS B Ka4eCTBE OCIOXXKHEHUST OCHOBHOTO 3a00-
JIeBaHUSI, TIPU 3TOM B Ka4eCTBE IMEPBOHAYAIBHON MPUINHBI
cMepTu GUTYpUpPOBATU: PEBMATOUAHBIN apTpPUT, 00IE3HBb
BexrepeBa, MuenomHast 6071€3Hb U TIEPBUIHO-MHOXECTBEH-
HbIE, 37T0KAYeCTBEHHbBIE METAXPOHHbBIE HOBOOOPA30BaHUSI.

Boimu mpoaHan3npoBaHbI Bce MOCTYITHBIE 2IEKTPOKAP-
nuorpammbl (DKI) — y 6 xkuBbIX 1 18 yMepIInX MalleHTOB,
3aperucTPUPOBAHHBIE HEMOCPEACTBEHHO Tepel CMEPTHIO.
Ouenensl kputepun Kopaesia, CokonoBa-Jlaitona u BoJb-
tax 3yomoB DKI. HU3KMM BOJBTaXKOM CUMTAJICS BOJBTaX
B OTBEIEHUSIX OT KOHEYHOCTEH <5 MM WIM B IpEKapIuaib-
HBIX <10 MM [11]. QRS KOMIUIEKCHI KeTyT0YKOBOTO TTPOVC-
XOXIEeHUS, apTedaKThl U3 aHAIN3a UCKITIOYAINCh.

Bbin mpoBeneH peTpoCIeKTUBHBIN aHAIN3 Pe3yabTaTOB
axokapauorpadudeckoro (DxoKI') mcciaemopanusa. DxoKI
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ObL1a mpoBeneHa aunib 20 (52,6% ot Bcex) malMeHTaM, U3
Hux y 8 (40%) amuiona03 ObUT TUATHOCTUPOBAH MOCIIE CMep-
™,y 12 (60%) — npuxkusHeHHO. JITaHHBIX TIO TOJIIIMHE Mpa-
BBIX OTIEJIOB, MEXIIPEACEPIHON Meperoponk B MEIUIINH-
CKOI1 JOKyMEHTALUK IpeacTaBieHo He Obuio. Y 12 (57,1%)
maeHToB mpu DxoKI' oreHka nuacronmueckoil PyHKIUM
JIK He nmpoBonunack. ¥YpoBeHb NT-proBNP (N-koH1eBOro
dbparmMeHTa MO3roBOrO HATPUHYPETUIECKOTO MPOTENTUIA)
B CBIBOPOTKE KPOBH, K COXAJIEHUIO, Y OOIBIIMHCTBA MAlMeH-
TOB He onpenesics [12].

J71s1 oueHKU (HYHKIIMOHAJIBHOTO COCTOSIHUSI TTOYEK ObL1a
paccuntana CK® o ¢opmyne CKD-EPI (n=20). Kpome T0-
O, TIPOBeJIeHa OIIeHKA MPVXKU3HEHHBIX TAaHHBIX TI0 HATMIUIO
U CTeTICHW BBIPAXXEHHOCTU TIPOTEMHYPUU TIO pe3ybraTaM 00-
mero aHanmza mouu (n=18). CTpyKTypHbBIE 0COOEHHOCTH TIO-
4yeK ObUTU MPOoaHATM3UPOBAHBI KaK IO JaHHBIM YIBTPa3BYKO-
Boro uccienoBanus (n=19), Tak u 1o pe3y/ibraTaM ayTOTICUN.

Craructudeckass 06paboTka TPOBOAIACH C TIOMOIIIBIO
nporpammbl STATISTICA 10.0 (StatSoft, USA). ITockonbky
YacTh TMOJTYYEHHBIX JAHHBIX HE MOMYWHSIIACH 3aKOHY HOD-
MaJbHOTO pacripefiefieHus], TPUMEHSUTA HellapaMeTpUIecKue
Meronbl. LleHTpanbHas TeHOSHUIWS U AUCIIEPCUST TIPU3HA-
Ka TIpelcTaBieHa Kak MenraHa U WHTePKBAapTUILHBIN pa3-
Max (ykazaH B ckoOkax). OLIeHKY MEXTPYIIIOBBIX Pa3TUIuii
B JIByX HE3aBUCUMBIX TPYTMIaX MPOBOIWIINA C TIOMOIIBIO KPU-
Tepust ManHa-Yutau [13].

Pe3ynbTaThi

ITo pesynbraram OMONCUIHBIX UCCAEIOBAHUMN CU-
CTEeMHBII aMUJIOMI03 ObLT IMaTHOCTUPOBAH Y 56-TH U3
445967 manyeHTOB, TOCMUTAIM3UPOBAHHBIX B MHOTO-
npoduibHbIN cTamoHap 3a nepuon ¢ 2008 mo 2019rr
(0,0126%; 12,6/100000 rocriuranu3upoBaHHbIX). Ha-
MpaBJieHUE MaTepuaja ¢ Leabio MOPGhOJOTrUIYeCcKOTO
MOATBEPXKACHUS/UCKIIIOUEHUS JAETO3UTOB aMUJIONIa
BIUTIOTH 10 KoHLA 2016T OCYyIIECTBISUIOCH JIUIIb B €11~
HUYHBIX ciaydasix. Hanpumep, B 2015t mMarepuan Ha-
npaBjieH OT 4 malnueHTOB (BCe Clydyau HETaTUBHBI),
B 2016r — OT 5 MalMEHTOB (IEMO3UThl aMUJIOWIA BbI-
gBJIeHBl B | ciyyae). 3aTeM OTMEUEHO IMOCTEeNeHHOoe
yBEJIMYEHWE YHMCia 3alipoCcoB Ha BepuUKAIINIO aMU-
sgouna, u B 2017t uccnenoBan matepuan yxe ot 15 ma-
LIMEHTOB (JIETIO3UTHI aMUJIOUIA BBISIBJIEHBI B 3 ciyda-
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BoipaxeHblit OTeUHBIN CUHAPOM
oI1

23,7% (9)
10,4% (4)

HapyeHus mpoBoIuMOCTH 7,8% (3)
Hexomnencauus XCH 7,8% (3)
[lepuroHuT 5,2% (2)
Cunkorne 5,2% (2)
Femarypus 5,2% (2)
Ob6ocTpeHre peBMaTOUIHOTO apTpUTa 5,2% (2)
l'enepanuszoBanHast TumMdoaaeHONIaTHs 2,6% (1)
CreHoKapaus 2,6% (1)
[MHeBMOHUS 2,6% (1)
[Tepdopartus s38e1 ATTK 2,6% (1)
TOJIA 2,6% (1)
O6octpenne XOBJT 2,6% (1)
O6octpenne BA 2,6% (1)
Tpocdonornyeckas HeOCTATOYHOCTD 2,6% (1)
KKK 2,6% (1)
oum 2,6% (1)
Poseosie3Hast ChIlb Ha JIULIE 2,6% (1)
0 5 10 15 20 25 %

Puc. 2 TIpy4uHBI rOCIUTAIU3ALMUN Y OOJBHBIX CUCTEMHBIM aMUJIOUI030M.
[Mpumeuanue: BA — 6ponxuansHas act™ma, ATK — neenanatunepcraas kumka, KKK — xenynouHo-kumeunoe kpoBoteuenue, OMUM — octpsrit
uHbapkT Muokapaa, TDJIA — TpomGoambonus nerounoit aprepuu, I — bubpumsims npeacepauii, XOBJI — xpoHudeckass 06CTPYKTHBHAsT

60s1e3Hb Jerkux, XCH — xpoHunyeckasi cepaeyHasi HeoCTaTOYHOCTb.

s1x), B 2018r — ot 34 nauueHToB (Ieno3UThl aMUIOUaa
BBISIBJICHBI B 15 ciydasix), B 20191 — oT 86 maiuueHTOoB
(memo3uThl aMUIOWIA BBISIBJIEHBI B 25 ciydasix) (Ta-
onuna 2).

M3 56 manmeHTOB ¢ Bepr(UIIMPOBAHHBIM aMUJIO -
JIO30M €T0 CHCTEMHBIN XapakTep moka3zaH y 38 uel.
Bospact aTux mamumeHToB coctaBui 72,5 (64-84) roma.
M3 38 maiueHToB ¢ BepU(PUIIMPOBAHHBIM CUCTEMHBIM
aMUJIOMA030M a0COJIOTHOE OOJBIIMHCTBO (32 yer.,
84,2%) 6b110 >60 j1eT (MUHUMAJIbHBIA Bo3pacT: 37 JieT,
MakcuManbHbIi — 98 jeT). Cpenn MalmeHToB C CH-
CTEeMHBIM aMWIOMIO30M TIpeodIafain KXeHIIMUHBl —
65,8% (n=25).

[MpruuHBI TOCTIUTATM3AIMU Y OOJBHBIX C TUArHO-
CTUPOBAHHBIM CHCTEMHBIM aMUJIOUI030M OBLIN pa3-
HOOOpa3Hbl, CAMBIMM YaCTBHIMU SIBJISUIUCH BbIPaXKeH-
HBII OTeYHBbIN cuHApoM Yy 9 (23,7%), dubpuIsIus
npencepnuit (PI1) y 4 (10,5%), HapyleHUs MTPOBO-
aumMocTtu y 3 (7,9%) u nexoMmIieHcalus XpOHU4IeCKoi
cepaeuHoii HepocratouHoctd (XCH) y 3 (7,9%) nauu-
eHTOB (pucyHoK 2). ITpoao/KUTENbHOCTb TOCHUTAIM -
3allM CPeIr MAllMeHTOB C CUCTEMHBIM aMUJIOUI030M
cocraBuia 11,5 (5-17) cyT.

VY 31 (81,6%) mauueHTa ¢ CUCTEMHBIM aMUJIOMIO-
30M MMela MecCTO aprepuanbHas runepteH3ust (Al)
B aHamHe3e: y 2 (5,3%) nmaumenroB — 1 cr., y 5 (13,2%) —
2 ct.,y 24 (63,1%) — 3 cr. [lpu rocnutanu3anuu y 5
(13,2%) 60bHBIX ObLIa BhISIBJICHA apTepUabHast TUIO-
TeH3Usl (BCe TAllMeHTHI C TUIIOTEH3UEN ObUTA B TPYTITe
yMepiiux). MHdopMalum o HaJIMYUK Y 3TUX MalleH-
ToB B aHaMHe3e Al He uMeetcs. OprocTtaThueckas -
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®K (NYHA)

Puc. 3 ®K (mo NYHA) u cramgust (no Crpaxkecko-Bacuienko) XCH
Y NALMEHTOB C CUCTEMHbIM aMUJIOUI030M (n=27).

Cramust (Ctpaxecko-BacuieHko)

MOTEH3UST B IOKYMEHTAIIUM HE OTMeYeHa HU Y OIHOTO
MaryeHTa.

V¥ 20 (52,6%) manmeHTOB ¢ CUCTEMHBIM aMUJIOUIO-
30M, B T.4. y 15 ymepiux (39,5%) B aHamHe3e ObLIa yKa-
3aHa umemMuyeckas 6omne3ns cepaua (MBC), y 13 u3 Hux
(34,2%), B 1.4. y 9 (23,7%) ymepimx B aHaMHe3e GUTy-
pupoBaj nepeHeceHHbI nHbapkT muokapna (MM). Ha
ayTOICUU pyOIIOBbIe MU3MEHEHUST B MUOKAPIE BBISIBJICHBI
TOJIBKO B 5 (55,6% OT 9 yMepIuX) ciaydasix.

Caxapnbiit guadet (CII) 2 Tuna ObUT B aHAMHE3€
y 14 (36,8%) GONBHBIX C CACTEMHBIM aMUJIOUIO30M.

XCH 0bina ykasana B nuarHose y 27 (71,1%) na-
LIMEHTOB C CUCTEMHBIM aMUJIOMIO30M. Y OOJIBITMHCTBA
nameHToB 061 [T dyHkImoHansHbIi K1ace (PK) mo
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CnabocThb, yTOMJISIEMOCTh

T'uaporopakc
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OTeKM HUXKHUX KOHEUHOCTe i

T'enatomeranust

Acuur

CepauebueHue 11,1% (3)
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59,3% (16)
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Puc. 4 KiumHuueckast CUMIITOMAaTHKa Y NagME€HTOB C CUCTEMHBIM aMUJIOMI030M.
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Puc. 5 Cucromueckast dyHkius JIZK y 60bHBIX ¢ CHCTEMHBIM aMUJIOU -
no3oM (n=20) B o61weii rpymre (“obime”), ¢ AMarHOCTUPOBAH-
HbIM TI0CJIe CMEPTH aMUJIOUI030M (“ymepiue”), ¢ TPUXKU3HEH-
HOI1 IMaTHOCTUKOM amuiiono3a (“XuBbie”).

IMpumevanune: @B JIXK — dpakuus Boiopoca JIK.
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Puc. 6 TJIK y GOnbHBIX CUCTEMHBIM aMUIOU1030M (n=19).
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NYHA (New-York Heart Association) u IIb ctagus
XCH no knaccudukanuu Crpaxecko-BacuneHko (pu-
cyHok 3). M3 cumnromoB XCH onplilika yka3zaHa B Xa-
nobGax y 16 (59,3%), cnabocThb 1/WiIu YTOMISIEMOCTD —
y 19 (70,4%), oTeKM HUKHUX KOHEUHOCTH — y 15
(55,6%), cepnuedbuenue — y 3 (11,1%) manmenros. U3
npusHakoB XCH ruapotopakc BeisiBiieH y 17 (63,0%),
reraromeraaus — y 12 (44,4%), acuur — y 11 (40,7%)
MaIMEeHTOB (PUCYHOK 4).

TTpu OxoKI mepenHe3zagHuii pa3mep JIEBOro Mpem-
cepaus coctaBui 4,3 (3,9-5,1) cMm, ero oo6bem — 78 (62-
110) mu1, Tutomaas nmpasoro npencepaus — 22 (17-24)
cM?, ppakuweii Beiopoca (OB) JIXK (mo Cumricony) —
55 (44,5-55)%. XCH co cuuxennoit ®B JIXK <40%
BhisiBiieHa y 3 (15%), ¢ mpomexyTtouHoii y 4 (20%),
¢ coxpaHeHHOit ®B (XCHc®B) y 13 (65%) nanueHTOB
(pucyHok 5). ®B JIZK y manueHToB ¢ MpUXKU3HEHHOM
U TIOCMEPTHOI TMAarHOCTUKOM aMUIONI03a JOCTOBEP-
HO He paznuyaiuch (p>0,05).

TommuHa MeXXKeTyTouKOBOW TEepPeropoaku Io
naHHbiM OxoKI cocrtaBuna 1,5 (1,3-1,72), 3anHeit
crenku JIXK — 1,5 (1,3-1,6) cMm. B 3axkmoueHun DxoKI'
runeprpodus JIXK (TJIK) 6buta ykasana y 18 (94,7%)
nauueHToB (n=19) (y 1 mauueHTta B mpoTokoie DxoKI
ToamuHa cteHku JIZK He oueHuBanach), U3 HuUx y 12
(63,2%) manuveHnToB — BbipaxeHHast [JI2K (TommuHa
MEXCKETyTOYKOBOM Teperoponky /Wi 3aaHeill CTeH-
ku JIXK >1,5 cm). Y 100% 6onbhbIx [TIK 6bUTa cCUMMe-
TpuuHO# (pucyHoK 6). TommmHa ctenku JIZK, @B JIK
y TIAIIMEHTOB C MPUXU3HEHHON M MMOCMEPTHOM Jua-
THOCTUKO# aMUJIONI03a TOCTOBEPHO HE pa3invaich
(p>0,05) (Tabnuua 3).

VYV 100% mnarmuentoB (n=20) npu DxoKI' BbISB-
JIEHBI U3MEHEHUs KJiaraHHoro ammnapara. Y 17 (85%)
MallMeHTOB BBISIBJIeHa MWTpajbHAasl perypruTtamus,
y 8 (40%) — aopranbHag, y 4 (20%) — nerouHas, y 16
(80%) mauueHTOB — TPUKYCIUAAIbHAS PETYPIUTALIM.
CTeHOTUYECKOTO TMOpaXKeHUs KJIallaHHOTO arapara
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Taoanma 3

CpaBHI/ITCJTBHaH XapaKTCpUCTUKA MalIMCHTOB C CUCTEMHBIM aMHWJIOUI0O30M,
JUArHOCTUPOBAHHBLIM ITOCJIE CMEPTU U IPUKHU3HECHHO

[MapameTp [Mocne cmeptu (n=22, 57,9%) IlpuxusHenHo (n=16, 42,1%) P
IMon M/XK, % 40,9/59,1 25/75 0,54
Bospacr, et 79 (65-85) 68,5 (60-75) 0,14
[1ponomKUTENbHOCTD TOCTIUTATU3ALIUHI, CYT. 8 (2-19) 14,5 (9-18) 0,24
VpoBeHb MPOTEUHYPUH, T/ 1,25 (1-3) 0,55 (0-2) 0,026
TommuuHa crenku JIK, cm 1,5 (1,4-2,1) 1,45 (1,3-1,66) 0,22
Hannuue HapyuieHuit put™ma, % (n) 50 (11) 37,5 (6) 0,55
Hanmune HapyiieHuit mpoBoauMocti, % (n) 27,3 (6) 25 (4) 0,98
AT B anamnese, % (n) 77,3 (17) 87,5 (14) 0,62
OB JIXK, % 453 52,9 0,26
CJ1 2 tuna, % (n) 40,9 (9) 3L3(5) 0,63
Huactommueckast auchynkims JIXK, % (n/BatumHoe KOTMIECTBO) 66,6 (2/3) 66,6 (4/6) 1
JlerouHast TuriepTeH3us, % (n/BaJMIHOE KOJMYECTBO) 75 (6/8) 80 (8/10) 0,66
Hanunuue BbInoTa B mosiocTy nepukapaa, % (n/BaimmHoe KOJUYecTBO) 44,4 (8/18) 18,8 (3/16) 0,21

[Mpumeuanue: AI' — aprepuanbHas runeprensust, JIXK — nebrit xenynouek, CII — caxapubiit nuatet, @B JIK — dpaxims Beiopoca JIK.

y TIAIIMEHTOB C CUCTEMHBIM aMWJIOUIO30M BBISIBICHO
He ObUIO (PUCYHOK 7).

B OxoKI' 3akiioueHUr OmMCaHbl “BKIIIOYEHUS
kanbiua” y 10 (50%) mauumenTtoB: y 3 (15%) — ToibKO
B CTBOPKAaxX MUTPaJIbHOTO KiamnaHa, y 4 (20%) — ToJib-
KO B CTBOpKax aopTajJbHOro kjamaHa, y 3 (15%) —
B CTBOpPKaxX M MUTPAJIbHOTO, U a0pPTAJIbHOTO KJlallaHa.
VY 6 (30%) nanueHToB UMEIUCh TPU3HAKKU “3€PHUCTO-
CTU” MUOKapa.

Iunokune3 muokapaa JIXK BeisiBien y 6 (30%)
marmeHToB: Y 4 (20%) — nuddy3HbIit (Y IBYX XUBBIX
U JIByX YMEPIIUX), Y OAHOIO ((KUBOTO) — JIOKAJIbHBIM,
y ofgHOro (yMmepllero) — JOKaJdbHbIA Ha ¢oHe nud-
(dy3HOTO TUMOKMHE3a. AKWMHe3 BhIsiBIeH Y 2 (10%)
MMAllMeHTOB: OJIHOTO YMEPIIIEro U OMHOTO XuBoro. Ha
ayTOTICUM y TIAIlMEHTOB C HapyIIeHUSMU JTOKaJIbHOM
COKPAaTUMOCTHU OBLIN BBISIBIIEHBI PYOIIOBbIE U3MEHEHUS
MUOKap/a.

HewHBa3uBHO NMpU3HAKM JIETOYHON TMTIEPTEH3UU
BbIsiBJIEHBl y 14 (77,8% malmeHTOB, KOTOPBIM OblLia
nposeaeHa DxoKI, y 2 maneHToB B mpoTokKoje DxoKI
CHUCTOJIMYECKOE JaBjieHue B ierouHoii aptepuu (CIJIA)
He ObLIO OTpaxKeHO) MAllMeHTOB, U3 HUX 7 yMepIluX.
Y 10 (55,6%) crereHb JIErOYHON TUIIEPTEH3UU ObI-
na nepsoit (CIJIA <50 mm pr.ct.), vy 3 (16,7%) — BTO-
poii (COJIA 50-80 mMm pr.ct.), v 1 (5,6%) — Tperbeit
(COJIA >80 mMm pr.ct.). Ha ayroricum y 3 (42,9% Bcex
YMEPIINX MallMeHTOB C JIETOYHOU TUIepTeH3ueit) Obl-
JIO TIOpakeHUe aMUJIOUIOM OPOHXOJIETOYHOI CHCTEMBI,
y 2 (28,6%) manueHTOB UMETUCH ACTIO3UTH aMUJIoUIa
B CTEHKAaX apTepUaJIbHBIX COCYIOB JIETKUX.

Huactonuueckast auchyHkuus JI2K BbisiBieHa y 6
(28,6%) mauueHTOB, KOTOPBIM mpoBoawiack DxoKI
(v 1 manuenta DxoKI' He mpoBoauiach B CTallMOHA-
pe, HO UMENINCh aHAMHECTUYECKHUE JTaHHbBIE O HAJTMYUK
nuacronnueckoil pynkuuu JIXK): y 2 (9,5%) — Hapy-

41

meHue peaakcauuu, y 2 (9,5%) — rcesmoHopMain3a-
ums, v 2 (9,5%) — pecrpukuus; y 3 (14,3%) nauuveH-
TOB B JOKYMEHTAallMM OTMEUYeHa HOpMaJibHasl TUACcTO-
Jrdeckas GyHKIIUS.

BoeinoT B mosioctu nepukapaa Obul BeIsiBIeH y 11
(28,9%), u3 Hux y 1 (2,6%) nauueHTa ObLI TeMOIEPU-
KapI ¢ TaMIIOHAIOM cepana (Kak OCI0XHEHUE pacciio-
€HMUST BOCXOMSIIEH a0pThI).

Ilpu ananuze poctynHbix DKI, 3apeructpupo-
BaHHBIX HETIOCPEACTBEHHO TIEpPEl CMEPTBHIO y yMep-
IMUX W TIPU TIOCJIeAHE TOCTUTAIM3AlNU Y XKUBBIX
(n=26), 6bpUTH BBISIBJIEHBI HU3KUI BojbTax Ha DKI'y 11
(42,3%) nauuenros, u3 Hux 10 (90,9%) ymepiuux.

@I BoisiBiieHa y 17 (44,7%) MallMEHTOB C CUCTEM-
HbIM aMujionno3oM: y 9 (23,7%) — mnoctostHHas, y 1
(2,6%) — nepcucrupytowas, y 7 (18,4%) — nmapokcus-
MajbHasg ¢opma. Y 15 (39,5%) nauuenros ¢ PII pac-
cMaTpuBasiach Kak ocrnoxuenue Al (5,3%) wiu UBC
(34,2%), v 2 (5,3%) — xak uguonatuueckas DII.
Yacrast KeJryJouKoBasi 9KCTPACUCTOIUS 3apETUCTPH -
poBaHa y 2 (5,3%), mapokcu3MaabHas KeIyIoIKOBast
taxukapaus — y 1 (2,6%), GuOpuuIsLus XKeayaod-
KoB — vy 1 (2,6%) nauuenTa (HEMOCPEACTBEHHO IMEPEN
CMEPTHIO).

HapyireHust mpoBoauMocTy BeisiBlieHBI y 10 (26,3%)
MalMEeHTOB: aTPUOBEHTPUKY/IsipHas (AB) 6mokama — y 4
(10,5%), Gnokana mpaBoil HOXKHM ITydyka Iuca — y 6
(15,8%), neBoit HoXKU myuka [uca — y 8 (21,1%) na-
MeHToB. HapyieHusi mpoBOAMMOCTH Yallle MMeIu
MecTo Yy MyxXurH (60% OT Bcex OOJIbHBIX C Hapylle-
HUEM MPOBOAMMOCTHU): YACTOTa BbisBIeHUS AB 6y0-
Kaabl B 3 pasa, 0JoKaabl JieBoii HOXKM IMyuyka Tuca
B 1,7 pa3a, Gjgokanbl NMpaBoii HOXKHK Tyuyka [uca B 5
pa3 y My>XUMH ObLTa BbIIIE, YeM Yy XeHIIH. 5 (13,2%)
rMmanveHTaM ObLT MMIJIAHTUPOBAH 3JIEKTPOKAPIMO-
ctuMyssiTop. [IpuYMHON WMMIUTAHTALMU SIBJISLIMCH
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Puc. 7 TlopaxeHus: KJIarnmaHHOTO arrmapara cepiala y 00JbHbIX CUCTEM-
HbIM aMuI0MI030M (n=20).
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Puc. 9 Craguu XBI1 y nalimeHToOB ¢ CUCTEMHBIM aMUIOUI030M.
IMpumeyanue: 3HAUMMBII: MALMEHTHl CO 3HAYMMBIM JUIS Pa3BUTHS
TTOYEYHOI HETOCTaTOYHOCTU TOPaXEHUEM TOYeK aMWJIOWIOM IO TaH-
HBbIM ayTorcuu. He3Hauumblil: MalMeHThl ¢ HE3HAYMMBIM TTOPAXEHH-
€M TOYeK aMWJIOMIOM TI0 JaHHBIM ayTrorcuu. OTCYTCTBHE: MALlMEHTHI
C OTCYTCTBUEM JICTIO3UTOB aMIJIONIA B TIOYKAX.

AB-6sokana III ct. y 3 (7,9%), 6panrcuctoanyeckas
nocrosiHHast popma DIT y 2 (5,3%) maumentos. Ha-
PYIIEHUS] pUTMAa W TIPOBOAMMOCTH Y TTALIMEHTOB C ITPH-
KVW3HEHHOW W TTOCMEPTHOM AUArHOCTUKON aMUJIOUIO-
3a JOCTOBEPHO He pasznuvanuch (p>0,05) (tabauua 3).

Ha ayronicum nemno3utsl amMmuionaa B TKaHU Cepi-
ma obHapyxeHbl y Bcex 22 (100%) ymepiuux, Macca
cepama cocrasisiia 440,5 (370-550) T, BeIpakeHHas
I'JIK npucyrcrBoBana y 19 (86,4%) nauuenTos. Ilo
cpaBHeHU1o ¢ pesyiabTatamu OxoKI crenka JIZK Obuia
tone Ha 28,6 (20-33,3)%: 20 (18-22) MM 10 pe3yiib-
tataM aytoricuu u 15 (14-15) MM 1o manHbM DX0oKT.
OmioXeHne JAeTO3UTOB aMUJIouaa B CTEHKaX WHTpa-

[ Tporeunypus <3 r/m.
[l Her nporenHypun

Puc. & TlpoTenHypus y MalMEHTOB C CUCTEMHBIM aMUJIOUI030M.
Tpumeyanye: 3HaUMMBIIA: MALMEHTHI CO 3HAYMMBIM JUTSL PAa3BUTHS TTOYEY-
HOUl HEMOCTATOYHOCTU TIOPaKEHUEM TOYeK aMWJIOUIOM IO JaHHBIM
aytoricuu. He3HaunMblii: MAlMEHThI ¢ HE3HAYMMbBIM MOPAXKEHUEM TTOYEK
AMIJIOUIIOM TIO JaHHBIM ayTorcu. OTCYTCTBHE: TTALIMEHTBI C OTCYTCTBUEM
NETIO3UTOB aMIJIOM/IA B TIOUKAX.
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Puc. 10 CK® y XuBBIX U YMEPILIUX OOJBHBIX CUCTEMHBIM aMUJIONIO30M.

MypaJbHBIX BeTBeil KopoHapHbix apTepuii (KA) 6bL10
BBIsIBJIEHO y Beex 22 (100%) ymepinx GONMbHBIX, OLICH-
Ka CTeHO3a MPOCBeTa MHTpaMypabHBIX BeTBeil KA He
3a0KyMeHTHpoBaHa. [Ipu mcciienoBaHUM KPYITHBIX
BeTBell y Kaxkmoro u3 22 (100% ymepiux) ciiyyaeB BbI-
SIBJIEHBI TIpU3HaKU aTepockiepo3a KA, npu atom y 3
(13,6%) 6e3 crenosa KA, y 14 (63,6%) co CTeHO30M 110
50%, y 2 (9,1%) — creno3 KA 50-75%, y 3 (13,6%) —
cteHo3 KA >75%.

CK® y manmMeHToB ¢ CUCTEMHBIM aMUJIOUI030M
cocrasnsiia 21,2 (13,1-40) mu/mun/1,73 M%. Menuana
CK® cpenu ymepimx co 3HAYUMBIM, HE3HAUYUMBIM
MmopaxkeHWeM I0YeK aMUJIOUIOM U C OTCYTCTBM-
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€M JeTOo3MTOB aMUWJouIa B IOYKax COCTaBJsja
16,8/23,1/27,4 mn/mMun/1,73 M?, cootBeTcTBeHHO. [1pO-
TEeWHYpUsl BBIsIBIIeHa Y 88,9% MalMeHToB, ee ypPOBEHD
cocrasui 1,1 (0,5-3,0) v/n. Cpenu yMmepInnx OOJBHBIX
MeIuaHa YpOBHSI TPOTEUHYPUM Y TIAIIMEHTOB CO 3Ha-
YUMBIM, HE3HAYMMBIM TTOpaXeHUEM TTOYeK aMUTIOUIOM
MW C OTCYTCTBUEM JETIO3UTOB aMWJIOMJA B TTOYKaX CO-
crasisina 3,2/2,0/0,75 r/n. Hedpornueckuii cuHaApOM
ObLI AuarHocTupoBaH y 5 (27,8%) OOJbHBIX (pHUCY-
HOK 8). XpoHuueckas 6osie3nb novyek (XbII) 2 ctanuu
BoIsiBIIcHA Y 5%, 3ay 0%, 36y 15%, 4y 35%, 5y 35%
MalUeHTOB (PUCYHOK 9).

[To naHHBIM yIBTPA3BYKOBOTO MCCIIENOBAHUSI TI0-
yek (n=19), y 4 (21,1%) naiueHTOB BbISIBJIEHO YMEHb-
IeHrWe pa3Mepa, TOJIIMHBI MapeHXUMbl OTHOW WIN
nByx mouek, vy 2 (10,5%) manueHTOB — yBeJlMYEHME
pa3mepa Movex.

Y yMmepiiux TamuMeHTOB Oblla JOCTOBEPHO HU-
xe CK® 17,8 (10-28,2) ma/mun/1,73 M?, 4yeM y Xu-
BbIX 42,1 (14,7-89,7) mui/mMun/1,73 m> (p=0,04) (pucy-
HOK 10). YpoBeHb NMPOTEUHYPUU Y YMEPIIUX MallUeH-
TOB ObLT JOCTOBEPHO BbIlIE, YeM Yy XkuBbix (1,25 (1-3)
r/nu 0,55 (0-2) r/n, cootBeTcTBeHHO, p=0,026 (TabAU-
a 3).

Ha ayrorcuu nemo3uThl aMmwionna B TKaHU T10-
4yeK BbIsBIeHbI B 16 ciydasx (72,7%), npu 3TOM 3Ha-
YUMOe IIJISl pa3BUTHSI TIOYEUHON HETOCTaTOYHOCTH T10-
paxeHue noyek umesno mecto B 11 (68,75%) ciayyasx,
a B 6 (27,3%) ciaydasx 1eMO3UTOB aMUJIOMIA BBISIBIIC-
HO He Obuto. Y 8 mauueHToB (50% OT Bcex MalKUeHTOB
C TIOATBEpXKIEHWEM aMWJIOUI03a MOYeK) OTMEJaIoCh
CHUKEHME Macchl mouek, y 7 (43,7%) — yBeauyeHue
Macchl mouek, y 1 (6,3%) — HopMabHas Macca MmoJek.

Oo6cyxaeHne

HacropoxxeHHOCTh Bpaueil B OTHOIIEHUW aMUJIOM-
J103a 4aCTO HU3Ka, MOCKOJIbKY KIMHWYecKasl KapThuHa
CcTepTa W CYIIECTBYIOT aJIbTepHATUBHBIE OOBSICHEHUS
MHOTUX CUMIITOMOB [ 14].

Ha caiite ®@enepanbHOii CIIy>KObI TOCYNapCTBEH-
HOI cTaTUCTUKU (WWWw.gks.ru) oduiuanibHast cTaTu-
CTHKa TI0 aMUJIOMIIO3y He IpeacTaBieHa. [1o maHHbIM
National Amyloidosis Centre, pacrnpoCcTpaHEHHOCTb
amunouno3a B AHuu npesbimaetr 0,8 Ha 100 TbIc.
HaceneHus [15]. ITo nanHbIM ucciaenoBanus B CIIA,
nposeneHHoro ¢ 2000 mo 2012rr cpenu malMeHTOB
Medicare, rocnutanu3upoBaHHbIX B cBsi3u ¢ XCH, ot-
MeUeH 3HAYUTENbHBIN POCT pacrpoCTpaHEeHHOCTH (OT
8 1o 17 Ha 100 ThIC. YeTOBEKO-JET) U 3a00JeBAEMOCTHU
(ot 18 mo 55 Ha 100 ThIC. YeIOBEKO-JIET) aMUTIOUA030M
cepiaia, Haubomee 3ameTHbIi mocae 2006r [8]. B I'Kb
uM. B. M. bysHosa B niepuon ¢ 2008 mo 2017rr BbISIB-
JIIEMOCTh aMuUJiona03a Obla KpaliHe HU3Koii, B 2018-
2019rr oHa coctaBuia 30-53 Ha 100 ThIC. UeJIOBEKO-JICT,
YTO COTIOCTAaBUMO C JAaHHBIMU MEXTYHapOIHBIX pede-
PEHCHBIX 1IeHTpoB. [lo-BUAMMOMY, KOJIMYECTBO Tallv-
€HTOB C aMWIOMII030M 3HAYUTEIHHO TPEBBIIIAET KO-
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JIMYECTBO TUArHOCTUPOBAHHBIX CIIy4aeB, B CBSI3U C UYEM
KpaiiHe HeoOXoarMMa HaCTOPOXKEHHOCTh KIMHUIIMCTOB
B OTHOIIEHUHU 3TOTO 3a00JIeBaHUSI M CKPUHUHT JUIST €T0
uckmoueHus [16].

IMopaxxeHue cepiaeuyHO-COCYIUCTON CUCTEMBI TIPU
CHCTEMHOM aMUJIOMIO3€ B HACTOSIIIEN, KaK M B paHee
OITyOJUKOBAHHBIX paboTax, ObLJIO MPEACTABIECHO YTOJI-
meHueM cteHku JIK, HapylieHneM COKpaTUMOCTH,
CUCTOJIMYECKON U nuactoandeckoit dynkuuu JIK, He-
JIOCTATOYHOCTBIO KJIAMIAHHOTO alapaTa cepiiia, Ha-
PYIIEHUSIMU PUTMA U TIPOBOIMMOCTHU, MOPaXKeHUEM
untpamypabHbix KA, XCH (ITII-IV ®K nmo NYHA
y 81,5%, XCHc®B y 53,3% nanmuenros) [ 14, 17].

C 2016r B KauecTBe 00S13aTETILHOTO KPUTEPHUSI THA-
rHoctuku XCH ¢ npomexyrounoit @B JIXK u XCHc®B
pexkoMeHaoBaHo onpeneneHrne NT-proBNP. K coxa-
JIEHWIO, B IIIMPOKYI0 KIMHUYECKYIO TIPAKTUKY 3TO OBI-
JIO BHEIPEHO HE cpa3y, B CBSI3U C 4eM Yy OOJbIIMHCTBA
MAllMeHTOB C CUCTEMHBIM aMWJIOUIO30M 3HAYEeHMUS
5TOrO IMOKAa3aTeNIsl He OMpenessiyiuCh, UTO HE MO3BOJS-
€T IOCTOBEPHO TOBOPUTH 0 Hasmuuu y HuXx XCHc®B
U CTaiuu amMujiaounosa cepaua. Bo3MoxHO, B CBA3U
¢ TeM, uTo B yncie nanueHToB ¢ XCHc®B B psine paH-
JIOMU3UPOBAHHBIX KIIMHUYECKUX MCCIIENOBAHUI MOTJIN
0Ka3aThCs TAlMEeHThl ¢ aMUJIOUIO30M Ceplla, MHOTHE
JIeKapCTBEHHbIE TIpernapaThl He J0Ka3ajlu CBOIO (-
dextuBHOCTD ¥ 60s1bHBIX ¢ XCHCc®B. B Oynymumx mpo-
TOKOJIaX U B peaJIbHON KIIMHUYECKOI TTpaKTUKe y 00JIb-
HbeIXx ¢ XCHc®B u pedpakrepHoii k nedenunto XCH
0053aTeIbHO HEOOXOAUMO UCKJIIOYATh HAIUYUE aMU-
nounosa [6].

Cpenu ManmMeHTOB ¢ CUCTEMHBIM aMWJIOUIO30M
yroaumeHue creHku JI2K Gbuto BeisgBiaeHO v 94,7%,
y 63,2% >1,5 cM. DTO 3HAYUTEIBHO MPEBLIIIAET JaH-
Hble ucciaenoBaHusi Mohammed SF, et al., B KoTo-
pom IJIK otMeueHa y 68% 6GONBHBIX ¢ aMUIOUI030M
u XCH. Paznuuus MOTryT ObITh OOYCIOBIEHBI TEM, UTO
B TaHHOE UCCJIENOBAHUE BKIIOYAIUCH OOJIbHBIE TOJIBKO
¢ nukuM tunoM ATTR-amunonno3sa [14]. BeipaxkeHHOe
yroJeHue cteHkU JIZK y OOJIbHBIX MPU OTCYTCTBUU
TPUYMH JIJI YBEJIMYCHUS TIPEl- M TOCTHATPY3KU Ha
JI2K no/mKHO SIBISITECSI OCHOBaHUEM TSl CKpUHUHTA Ha
AMWIOUIO3.

Y GOJBHBIX C CUCTEMHBIM aMUJIOUI030M OIHA U3
dopm PIT umena mecro B 44,7% ciydyaeB. DTO 3HAYU-
TEJIbHO TIpeBbIIIAeT YacToTy BoisiBIeHUsT DI B o61Ieit
nmonyysiuu, koropas coctasisieT 0,1% B Bo3pacte 10
55 ner, 5,8% B Bo3pacte 70-79 net 1 9% B Bo3pacte >80
ser [18], n mpesbimaet yactoty PII, cocraBHBIIYIO
10-15% cpenu OOJBHBIX C aMUJIOUAO30M Cepalla, pa-
Hee onybnukoBaHHyto Falk RH, et al. OTu paznuuus
MOTYT OBITb OOYCJIOBJIEHBI T€M, UTO B JaHHYIO PabOTy
OBUIM BKJIIOYEHBI TOJBKO 00JbHBIE ¢ AL-aMuionno3om
[19]. B cBs13u ¢ BBICOKOI yacToToit PIT cpemm 60IBHBIX
C CUCTEMHBIM aMUJIOUI030M lieJiecooOpa3HO BO BCeX
caydasax “mamonatuyeckoit” PI1 mpoBOAUTH CKpU-
HUHT Ha aMUJIOMIO3.
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HapymieHust mpoBoAMMOCTHU BbISIBIeHBI Y 26,3%
MaIMeHToB. B CBSI3M ¢ 3TUM NMpU HATMYUU Y OOJTBHBIX
¢ XCH pa3nuyHbIX HapyllleHUil TPOBOAUMOCTH HesiC-
HOI 3TUOJIOTUU TakKKe HEOOXOMUM CKPUHWHT Ha aMU-
JIOUZI03 CEpLa.

VY 52,6% manueHTOB B aHaMHe3e ObLTa yKazaHa
UBC, y 34,2% — WM. D10 npeBbIllIaeT OOIIYIO pac-
npocrpanenHocts UBC (35,2%), UM (9,5% myxuuH
u 2,7% xenwmnH) B Poccuu B Bospacrte >55 et [20].
Ha ayroncuu oTioxkeHue Nermo3uToB aMUJIONIa B CTEH-
Kax uHTpamypaibHbiX KA 6b110 06HapyxkeHo y 100%
ymepmux 6onbHbIX. [To nanHeiM MA. Neben-Wittich,
et al., oOCTPpYKTMBHBIII MHTpaMypaabHBIII KOpOHap-
HBII aMUJIOMI03 UMeNl MecTo y 66% matueHToB [21].
B ocHoBe 3T0li MaTOIOTUM JEXKUT MPOrpeccupyloliee
CyXeHHe TIPOCBEeTa MaJIbIX MHTpaMypaibHbIX KA, BbI-
3BaHHOE OTJIOXXEHWEM aMUJIONIa B UX CTEHKE, YTO TIPH-
BOIMT K UIIEMUU Y TTIOBPEXICHUIO MUOKAp/a, KOTOPOe
MOXKET COTIPOBOXKIATHCS CTAOMIBLHBIM TIOBBIIIIEHUEM
YPOBHSI TPOIIOHWHA KPOBU, U KOTOPBIN 11esIeco00pas-
HO OLIEHUBATh y OOJIbHBIX C IMOAO3PEHUEM Ha aMUJIO-
UI03. ATEPOCKIEPOTUYECKOE MOPAXKEHUE CY>KEHHBIX
MaJibiX UHTpaMypaibHbiX KA Ha ¢hoHe BbIpakeHHOU
TJIXK co3nmaet GiaronpusiTHbIe YCJIOBUS IS Pa3BUTHUS
niemMuu 1 UM y 60IbHBIX C CUCTEMHBIM aMWJIOUI030M
[16]. B cBsi3u ¢ 3TUM HEOOXOAMMO YYUTHIBATh, UTO 3a-
JNOKYyMEHTUpOBaHHbIT M, mocTUH(apKTHBIN Kapauo-
ckiepo3 u DxoKI' kapThHa HapyllleHUWii JIOKAIbHOM
cokpatuMoctu JIZK He uckimoyaloT Hatuuue y 6071bHO-
ro aMWJIOWUI03a Cepala.

VY 81,6% paccMaTpuBaeMBbIX MAllMEHTOB OTMEUYeHa
AT B anamHese, y 63,1% — AT 3 c1. DTO COOTBETCTBY-
eT naHHbIM uccaenoBanuss Mohammed SF, et al., B ko-
topoM AI' ormedanach y 78% OOJIbHBIX C CUCTEMHBIM
amunionno3zoM 1 XCHc®B [14]. D10 cBUAETEIHCTBYET
O TOM, YTO TUIIEPTEH3MBHBII aHaMHE3 He MCKIIoYaeT
HaJinyue y 00JIbHOTO CUCTEMHOTO aMUJIOMI03a. ApTe-
puabHas TUITOTEH3UsI M HU3KUIT BOJIBTaXK KOMILUIEKCOB
QRS, koTOpbIe OTMEYEHBI TJIaBHBIM 00pa30M B IpyImirme
YMepIIX MMallueHTOB, BEPOSITHEE BCETO, MOTYT paccMmar-
pUBaThCSl KaK IMPOSIBIEHUE BBIPAKEHHOTO WJIU TEPMU-
HaJIBHOTO aMUJIOUIHOTO TTOPaXKEHUSI cepalia.

VY 80% mauMeHTOB ¢ CUCTEMHBIM aMUJIOUI030M
nuarHoctupoBada XbBII, yaie 30-5 craguii, y 88,9% —
npoTteuHypus, y 27,8% — HedpOTUYECKU CHUHIPOM.
B cBsI13U ¢ 9TUM CKPUHUHT Ha aMUJIONI03 OCOOEHHO He-
00Xx0a1M OOJIBHBIM C KapauOpeHaTbHBIM CUHIPOMOM —
CcOoYeTaHWeM IMOpPaXEeHUs cepala U Modyek, 0COOEHHO
¢ mpoteunypueii A3-A4 u XBII 4-5 cranuu [22, 23].

Y TpeTu MaiueHTOB ¢ CUCTEMHBIM aMUJIOUI030M
obu1 conytcTBytomuit CII, 4TO CBUIETENbCTBYET O TOM,
YTO €ro HaJIM4IMe TOXe He JIOJDKHO MPUBOAUTH K OTKAa3y
OT CKPMHMHTA Ha aMmwiIona03 cepaua. KonnuecTBo nH-
dbopmanuu o coueranuu amuiounosa u CJI B nurepa-
Type KpaiiHe OrpaHUUYEHO.

Orpannyenus uccienaoBanus. B cBs3u ¢ teM, 4To
aMUWJIOWI03 BCTpevYaeTcsl M JMAarHoCTUPYeTCsl Kpaii-

HE peIKo, B aHaJWU3 ObLIM BKJIIOUEHBI MAIUEHTHI, TO-
cnutanuzupoBaHHbie B 2008-2019rr. B cBsi3u ¢ peTpo-
CTMIEKTUBHBIM XapaKTepOM MCCIIEIOBAHUS, PAa3HBIMU
MOBOJIAMHU M CPOKAMU TOCTIUTAIM3AINY, Pa3TUIHbI-
MM KJIMHUYECKUMU TPOSIBICHUSIMUA W TIPUMEHEHHBI-
MM MEIUKO-9KOHOMUYECKNMU CTaHIapTaMU BeIeHUS
OOJIbHBIX, MTUAaTHOCTUKON aMujoua03a IMpPU ayTol-
CHM TIOYTH y TIOJIOBUHBI TIAIIMEHTOB HE OBIIO IMHOTO
MPOTOKOJIa 00CIeI0BaHUS CEePAEYHO-COCYIUCTON CU-
CTeMbl, IPOBENEHBI HE BCE 00CIeI0BaHUSI, HEOOXOIU-
MbIE MMALUMEHTAM C CEPAECYHO-COCYAMCTON MATOJIOTUEN
U aMWIOWIO30M B COOTBETCTBMU C COBPEMEHHBIMU
pekoMeHIanusaMu. B manbHeiieM nanueHTaM ¢ Io-
IO3pEHUEM Ha aMWIOUA03 00s3aTeIbHbI POBEICHUE
Ox0KIT 1o coBpeMeHHbIM ITPOTOKOJIaM € OLIEHKOM Ara-
CTOJIMYECKOU (DYHKITMU, TONIIMHBI CTEHOK TPaBBIX OT-
JIEJIOB Ceplla, MEXITPEACEPIHON Meperopoaku u Ip.,
OlIEHKa YPOBHsI TPOIIOHWHA ISl OTIpENEeIeHUs CTeTle-
HU noBpexneHus muokapaa u NTproBNP, koTopsrit
¢ 2016r saBnsieTcss 00s13aTeIbHBIM KPUTEPUEM JTHATHO-
ctuku XCH ¢ mpomexyrounoit @B JIZK u XCHc®B,
a TakKe BCE OCTaJIbHbIE 00CIeNOBaHUSI B COOTBETCTBUU
¢ KIMHUYEeCKUMM pekoMeHmamusmu. K coxaneHuto,
TUMMPOBAHUE aMUJIOn1a (MMMYHOTUCTOXUMUST U Macc-
criektpomeTtpusi) B Poccuiickoii denepaiiiu B HaCTOSI -
1ee BpeMst HEMOCTYITHBI B OOJIBIIIMHCTBE YIPEKICHUI,
IMO3TOMY CpeIM TMalUeHTOB C AWarHOCTUPOBAHHBIM
CHCTEMHBIM aMUJIOUAO030M TUITMPOBAHME aMWJIOWIA
(rmpo6a ¢ TIepMaHraHaTOM Kajiusi, UMMYHOTUCTOXUMU-
YeCKOe MCCIIeNOBaHKe) MIPOBENEHO JUlb B 26,3% ciy-
yaeB. Tunm aMmwionaa BIUSIET HA 0COOEHHOCTH TTOpaXKe-
HUST CEPIEYHO-COCYIUCTON U IPYTMX CUCTEM, a TaKXke
Ha JiedeHe TIallMeHTOB, YTO KpaifHe BaXKHO YIUTHIBATh
B KJIMHWYECKOU 1 HayyHoil pabote [24-27]. Heobxonu-
MO HIIMPOKOE BHEAPEHUE TUIUPOBAHUS aMUJIOUI03a
U BKJIIOYEHUE €TO0 B MPOrpaMMy TOCYIapCTBEHHBIX Ta-
pantuii B Poccuiickoit ®enepamu.

3akioueHune

CHUCTEMHBIN aMUJIOWI03 MOXKET MMETh pa3jiny-
Hble cepaeyHo-cocyaucteie Macku (MBC, nepeHne-
cennblii UM, AT, CI u np.). Ctporoe coOmoaeHue
KJIMHUYECKUX PeKOMEHJAlui Mo IMarHOCTUKE cep-
JIEYHO-COCYAUCTOI MaTOJIOTUHU, B T.4. 00s3aTeIbHOE
npoBeneHue DxoKI' uccnenoBaHus ¢ OLIEHKOUN Bcex
HeoOXoAUMBIX MOP(MOJOTUYECKUX U (PYHKIIMOHAJb-
HBIX MTapaMeTpoB, MOHUTOPUHT NT-proBNP, Tpomo-
HMHa, MpOBeJeHUEe MarHUTHO-PE30HAHCHOW TOMO-
rpauu cepala, opTocTaTUUYeCcKOi MpoObl U Ap. MO
MOKa3aHUsIM, TTO3BOJISIT U30exKaTh TMNepAuarHoCTH -
KM, 4acTO BCTpeualroleicsa KapauoJoruyeckoi marto-
JIOTUM Y TUIOJMATHOCTUKU aMUJIOUA03a B peajibHOI
KJIMHUYECKON MpaKTUKE.

CKpUHMHT Ha aMWUJIOMI03 JOJKEH BKJIIOYaTh Kak
HEWHBa3MBHbIE METOMbI, B T.4U. JIEKTPO(POpPe3 U UMMY-
HodUKcal1o 0eJIKOB Mia3Mbl KPOBU U MOYU, HCCIIe-
JIOBaHUE Ha CBOOOAHBIE JIErKKUE LIENU UMMYHOTJI00Y-
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JIMHOB JiaM0aa u kanma, 99Tc-DPD-cuunTturpagduro,
TeHeTUYeCcKoe TeCTHpoBaHue (MpU MOJO3PEHUM Ha Ha-
CJIeNCTBEHHbIE BapuaHThl amuionao3a, B T.4. ATTR-
aMUJIOMI03), TaK U MOopdosiornuyeckoe UcciaenoBaHue
¢ okpackoii KoHro kpacHbIM M MOJSIpU3aLMOHHON
MUKPOCKOTIMEH 1 ITOCIeAYIOIINM TUITMPOBAHUEM aMHU-
Jlouna.

HeobxonuMo co3znaHue HallMOHAJIBHBIX U MEXIY-
HapOJHBIX PETUCTPOB MAlIMEHTOB ¢ aMUJIOUIO30M IS
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