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AMYLOIDOSIS HEART IN ELDERLY

Pe3ome

MpuUBOAATCA A@HHbIE O HACTOTe, KAMHUYECKUX NMPOABAEHUSAX, METOAAX ANArHOCTUKN aMUIOMAO3a CEpALLA NPY Pas/IMyHbIX BapuaHTax aMUaouA03a.
O6CyHAaTCA 0COBEHHOCTU TeYEHUA aMUIOMA03a CEpALA, MOAYEPKMBAIOTCA TPYAHOCTU ANArHOCTUKM U AnddepeHLManbHON 4UAarHOCTUKM Y no-
UNbIX. B KayecTBe WANOCTPaLMK NPUBOANTCA ONUCAHUE KAUHUYECKOTO Cy4Yas aMUA0MA03a cepaua y 83-1eTHero 60/1bHOr0, OCHOBHbIM MposiBJie-
HWeM KOTOpOro 6bi/1a cepAeyHan Hef0CTaTOHHOCTb.

Knroyesbie cnoBa: amunoudos, AL-amunoudos, amunoudos cepoya, cepoeqHas He00CMamoYyHOCMb.

Abstract

The data on the incidence, clinical presentation, diagnostic methods amyloidosis of the heart in different types of amyloidosis. The features of the
current heart amyloidosis, highlights the difficulty of diagnosis and differential diagnosis in the elderly. As an illustration, describes a clinical case of
amyloidosis of the heart in 83-year-old patient, the main manifestation of which was congestive heart failure.

Key words: amyloidosis, AL-amyloidosis, amyloidosis of the heart, heart failure.

AA — BropurambIil aMIN0UA03, AL — aMIAOMA03 AeTKuX rieret, IAA — H30A1POBaAHHbIN aMINOUAO3 IIPEACEPAUIL, SSA — CEHUNBHBIIN CUCTEMHBILI
amuronpo3, A — amnnonpo3, A\ — aprepuassoe pasaerne, AC — ammnronpos cepatia, ['9 — remarokcunann-sosns, 3CH — 3acrormnas cep-
Aeunas nepocratoaHocTs, UBC — nmeMirdeckast 6oaesms cepata, KAP — xoneano-anacroamdeckuii pasmep, KCP — koHeqHO-cHcTOANIeCKIIT
pazmep, VK — aespiin sxeaypouek, MPT — maraurHo-pesonancuas tomorpadmst, OB — dpaxuums Bei6poca, DK — (yHKIIMOHAABHBII KAACC,
XCH — xponwmdeckas cepaednast HepocratoaHoCTb, IKI' — snexrporapamorpamma, IxoKI' — axokapauorpadus,
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Tepmun amunonp 6bia BBepeH B 1834 ropy HeMelkuM Ky (THIT aMUAOMAQ) U KAUHUYIECKUM TTPOSBACHUSM [ 2]
6oranukom Matthias Schleiden aas o6osnadenus Boc-  (taoa.l).

KOBHAHOTO Kpaxmanra (amylum-kpaxman) B pacreHu-

sx. Co BpeMeHU TepBBIX paboT BEHCKOro martorora  Kaskablll aMHUAOMAOTCHHBIN GEAOK MOKET OTKAAABIBATH-
Kapna PokuraHCcKoro 1o aMmAoMp03y, a mo3ke u Py-  ¢s1 B ceparie, HO (aMUAOMAHOE TIPEATIOITEHNE) MUOKAp-
aonbda Bupxosa ydaeHre 06 aMHUAOUMAO3E TIPETEPIIEAO  Ad PasAndHO. HeKoTropbie M3 TUIIOB aMUAOMAA PEAKO
OITPEACACHHYIO 9BOAIOIINIO, O0OraTUBIIMCh AQHHBIMU  TIOPAKAIOT CEPALIE, B TO BPEMSI KaK APYTHE TUITHI OTKAA-
0 TUIIAX aMUAOMAL, KAMHUYECKIX OCOOEHHOCTSX MIPU  ABIBAIOTCS B MUOKAPAE TIPAKTUYECKI TIOCTOSIHHO, BBI3bI-

PABAMMHBIX THUIIAX, AMAIHOCTUYECKUX BO3MOKHOCTAX.  Bas COOTBETCTBYIOIIYIO KAMHHYECKYIO CUMIITOMATUKY U
B Hacrositee BpeMst TepMUHOM aMUAOUAO03 (A) 0603Ha-  OIIpeAeAstst IPOTHO3 3a00aeBanws (3, 4, 5).

YAIOT TPYIIY HACACACTBEHHBIX AU HTPUOOPETEHHBIX

3a00A€BAHNM, CBA3aHHBIX C BHEKACTOYHBIM OTAOKE-  JIHAEMUOAOTHIO amunomposa ceppra (AC) n amuno-
HreM (GUOPUAN HEPaCTBOPUMBIX OEAKOB, BBI3BIBAIO-  MA03a BOOOIIE YCTAHOBUTH AOBOABHO TPYAHO M3-3a He-

[IIUX TKAHEBbIE CTPYKTYPHBIE HAPYIIICHUS U OPTaHHbIE  AMArHOCTUPOBAHHBIX CAYIaeB 3a00ACBAHLIL
aucohyHkimn. M3sectHo okono 20 GEAKOBBIX IIpEALLIe-

crBeHHUKOB, dhopmupyommx amusoup [1]. [Tpu arom  Ha 10 cumiiozuyme 1o aMUAOMAY 1 aMUAOUAO3Y Acu-
ocHoBHYI0 Maccy amunoupa (90%) cocrasasier Gubpua-  HULUS aMUAOUMAO3A CEPAITA ObIAA IPEACTABACHA B CAE-
AsipHbIn crieruduaeckuit 6erok, a 10% peacrasrersl  ayiorient pepakimu: «lopaxkenue cepatia ¢ HaandueM
vecrienupuaeckuMy  GeAKaMU U TAMKOIIPOTEUMHAMM — aMUAOUAHON uHbUAbTpaluu (110 AQHHBIM OUOIICUM)
(amunoupnbilt P-xomrionent). Xapakrep rnopaxkenuss — uam yroaijenue crenku AJK Gonee 12 M (110 paHHbIM
kraccubunmpyercs coraacto dubpuarsipaomy 6er-  IxoKID) mpu orcyrerBum aprepuarbHOM IUIIEPTOHUN
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Tab6anya 1. buoxumnyecxkan kaaccnpuxaymua
AMUAOND03a 6 3A8UCUMOCTILN 0T GeAKA~TIPedUIeCTI8eHHUKA.

(BO3,1993)

benox Kananueckas
benrox —
aMu- dopma
MPeANIeCTBEHHUK
Aompa amMmunoupo3za (A)
Bropuansiin A
HIPY XPOHUIECKNX
BOCITAANTEABHBIX
AA SAA
3a60AeBaHMAX.
Ilepmopnaeckasn
6oAE3HD
A 11pY 1Na3MOKAETOY-
HBIX AMCKPA3MAX:
UAUOTIATUYECKUT,
AL Aerkue tenu [G IIpY MHOKECTBEHHOMN
MUEAOME,
1pu B-kaerounbIx
OITYXOASIX
MyTaljus B reHe,
Tpamc- orBercrBenHoM | Cemertnbie Gpopmbr A
ATTR  |rtuperun [3acunres TTR
(TTR) . | Cucremuniit
Heunsmenennbin .
crapaecKkuint A
AB2M B2M —MUKPOrAOOYAMH Awnanusubiin A
AB B-riporenn bonesus Aabiirenmepa
WN3zoaunposannbiin A
oCcTPOBKOB AaHrepraHca
AIAPP | Amuaun S P
(caxapubriit pmaber
IT runa, nHCYAMHOMA)
AANF [Ipepcepanbiin Harpuiype- | Msoanposannsiin A
Trdeckuin pakrop [IPEACEPAUIT
Dunckas cemertnas
AGel Teaconnn aMUAOUAHAS
ITOAMHEN POIIaTH s
. AMunnoupHas
ATFib Dubpunoren A
Hedporarna
ITpu MepyarsipHOM pake
ACal IIpokaabruronnn p YAMP P
H[UTOBUAHOM SKEAE3bI
HacaepcrBennbie
ACys ucrarnn
KPOBOMBAUSIHUS B MO3T
AMmunroupHas
AApoAl | Aaunoniporenn Al :
TTOAMHENPOTIaTUA
. Boaesnn
APrPSer | IIpnonoseiit 6erok .
Kpenundennppa-Axkoda

yAM Apyrux npuan rurieprpoduu AK u moroskurenn-
HOW OKPACKM Ha aMUAOUA HEKAPAMAABHBIX TKaHEH (110
AaHHBIM Grioricun) [6)].

[Topaskerue cepatia ¢ pasAMIHON YaCTOTOM MOKET Ha-
OAIOAATHCS TIPU PA3HBIX BAPUAHTAX aMUAOUAO3A:

* AMunonpo3 Aerkux tereit (AL- amunrounpo3)

+ CeMeMHbI aMUAOUAO3

* CeHUABHBIN CUCTEMHBIN aMUAOUA03 (SSA)

* MzoanposaaHbI aMrA0nA03 1Tpeacepanit (IAA)

* Bropuanbiit amuaonpos (AA- aMuaonp03)

VrouneHne THUIIA aMUAOMAO3A WMMEET 3HAICHUE AAS
OLICHKH IIPOTHO3a U BEIOOPE TEPATICBTIICCKON TAKTHUKIL

HM30rnpoBaHHBIN aMUAOHUAO3 IIPEACEPANTT

TAA gBasercss MCTUHHOW AOKaAM30BaHHOWM (popMon
aMuAonpo3a. AMunaoup o6pasyeTcs U3 OeAKa-IIpeAlie-
CTBEHHMKA IIPEACCPAHOTIO HATPUITYPETHICCKOTO IICIITH-
AQ M OTKAQABIBAETCSI TOABKO B Tipeacepanu [7]. Yacrora
IAA yBeamausaercs ¢ Bo3pacroM, pocruras 95% y anrg
B Bozpacre 80-90 rer (8, 9]. B orauuue or crapaeckoro
aMHUA0UA03a, IAA BeTpedaeTes garte y CTapbIxX JKEHITIH
[8]. AmarHocTrpyeTcs AAHHBIA TUIT aMUAOUAO3A [IOYTH
BCEIAQ HA ayTOIICHU M3-3a PEAKOCTU IPYDKU3HEHHON
AMAarHOCTUKHM BCACACTBHUE, TAABHBIM 00pPa3oM, oOIac-
HOCTH 3HAOMUOKapPAMAAbHON Guoricuu (puck 1epdo-
paLny TOHKOW CTEHKH mpepcepautt). Ilo HexoropsmM
AaaHBIM, JAA BHOCHT CyI1I€CTBEHHBIN BKAAA B pa3BUTHHN
pubpurraLIIM TIpEACEPANIT I HAPYIIICHUIT BHYTPHUCEP-
ACIHOM IIPOBOANMOCTH Y OOABHBIX ITO’KUAOIO U CTapde-
ckoro Bo3zpacra [10, 11].

AL-aMmuaounpo3

B CIIIA esxeropnas yacrora HOBBIX caydaeB AL- amu-
aomposa cocrasasger or 1 500 po 2 500. AL-amuronpo3
perucrpupyercs pubAN3UTEeAbHO y 20% GOABHBIX MU-
eAroMHOI Goaesnbio. Ilpu parHOM Tuite aMuromposa
CepALle BOBAEKAETCS B IATOAOTHMYECKUI IIPOIIECC AO-
BOABHO 4dacto (po 60%), rnpudeM B GOABIIIHMHCTBE CAY-
qaeB (69%) nMeer MecTo MOpaKEHNE APYIUX OPTaHOB:
nouku (74%), nedens (27%), nepudepudeckass Heps-
nast cucrema (22%) [12]. soauposBantoe ropaxkeHue
cepatia ripu AL-aMraonp03e HAGAIOAAETCS] MEHee 9eM B
5% caygaes [13], mpudeM MPOrHoO3 Py HAAWYHUK aMU-
AOMA03A CEPALIA XYKE 110 CPABHEHUM C HEKAPAUAABHON
AMHAOMAHON ITATOAOIHIEN.

CeMerMHbBIN aMUAOUAO3

AC MO)XeT pa3BUTBCS U IIPU HACACACTBEHHBIX BapHAH-
Tax, PN KOTOPBIX MIPEAILIECTBEHHIKAMI aMUAOUAA 5IB-
MSIOTCS MYTaHTHBIE TPAHCTUPETUH (CeMerHbie (hoPMbI
ATTR), anoaurnionporent, GrUGPUHOTEH MAU AKEACO-
AnH (GUHCKUI HaCACACTBEHHBIN aMuAonp03). Hacaeay-
ercst O6BIMHO TI0 ayTOCOMHO-AOMUHAHTHOMY THILY, T.C.
y 1IoToMKa 60AbHOTO mMeercs 50% IIaHc HacAep0BaTh
3aboaeBanue. V3BecrHO MHOro THIIOB OEAKOBBIX Ha-
pyleHUn (MyTaruii), HO B GOABITIMHCTBE CAYIaeB OHU
peakn. Opnako 1 m3 25 adpo-aMepuKaHIIeB ABASETCA
HOCHUTEAEM 9TON GEAKOBOM aHOMAaAMH, XOTS aMUAOU-
A03 passuBaercs (06praHO B Bozpacre 60-70 aer) He
BO Bcex caydasx. lopakenue cepaiia B GOABIIIEN MAM
MEHBIIIEN crereHn Habaopaercs B 59% ceMermHbIx
dopm TTR — ammnouposa [14]. smenenus B cepa-
1€ TPU AKEACOAUMHOBOM ((DUHCKOM HACAEACTBEHHOM)
aMUAOUAO3€, KaK I1PABUAO, OTPAHUIMBAIOTCS IIPOBO-
asirieit cucremotit [15].

CeHUNABHBIN CUCTEMHBIN aMUAOUAO3

Opana u3 popm AC, IIPOTEKAIOIIETO C MEAACHHBIM I1PO-
rpeccuposanueM. [IpMKM3HEHHO AMArHOCTHUPYETCH
PEAKO, TaK KaK B IIOAOBHHE CAyId€B OH COYETAETCH
¢ MBC, runepronmieckoin GOAE3HBIO, T. €. SBASCTCA
IIPOSIBACHUEM IIOAMIIATUM y HOXKHUABIX. V3-3a Manron
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OCBEAOMAEHHOCTH Bpadel, KapAUarbHas CHUMIITOMA-
TUKA TIPUITUCHIBACTCS BBIINICYKa3aHHOM GaHaAbHOM
[ATONOTHM. BEAKOM-TIPEAITIECTBEHHUKOM,  (HOpMUpY-
IOLIUM AQHHBIA TUII aMHAOMAO3a ABAderca Wild type
TTR/prealbumine (WI'TR) [16]. Otaokenune aMmuroupa
HAOAIOAAETCS TIPEUMYIIIECTBEHHO B CEPALIE, YTO U OTIpe-
ACASIET  KAMHUYECKYIO CHUMIITOMATHKY 3a00ACBaHUS.
BosMoskHa 1 BHEKapAMaAbHAsT ACTIOZUIIUS aMUAOHAQ
(reveHn, ceneseHKa, SHAOKPUHHBIC OPraHbI), YTO KAU-
HITIECKU TTPOSIBASIETCS] 3HAYUTEABHO PEXKE, YeM ITPH T10-
pakeHNU ceparia. 3a60ACBAIOT TIOYTH BCETAA MYKIUHbI
crapiie 65 aer [8]. Ilo pansbiM ayroricuit, y 22-36%
60AbHBIX cTapirie 80 AeT B cepplie BBIIBASIETCS] OTAOKE-
HIE aMUAOMAQ, KOAUYECTBO KOTOPOTO, OAHAKO, HEAOCTA-
TOTHO AAST Pa3BUTHISL CEPACTHON HepocTaTodHoCTH [17].

AA-aMmunroup03 (BTOPpUIHBIN)

Berpedaerca 00bIMHO 1IPU HAAMMUN aMUAOUAOT€HHBIX
3a60AEBAHNN (XPOHIIECKIIE HATHOUTEABHBIE TIPOLEC-
Cbl, BOCITAAMTEABHbIE 3a00A€BAHNS KUIIIETHIKA, PeBMa-
TOUAHBIN apTPUT U AP.). OGBIMHO TOPAKAIOTCS TIOUK,
riederb. OTAOXKEHNSA aMUAOMAA B CepALIe OOHAPYKIBa-
1orcss B 54% caydaeB, OAHAKO HAPYIICHUS CEPACIHON
AESTEABHOCTU PA3BUBAIOTCS PEAKO.

Kannnuaeckue nposipaernust AC

AMUAOUAHBIE MACCBI MOTYT OTKAAABIBATBCS B PA3ANY-
HBIX CTPYKTYpPaAX CEPALIA: B MUOKAPAE TIPEACEPANTT, SKe-
AYAOUKOB, B TIEPUKAPAE, CTBOPKAX KAAITAHOB M CTEHKAX
KOpOHapHBIX aprepuil. Pasnoobpasnas Aokarmusarius
OTAOKECHUI TTATOAOTUIECKOTO (PUOPUAAIPHOTO OEeAKa
00YCAOBAMBAET (IECTPYIO» MHOTOAUKYIO KAMHUYECKYIO
kapruny AC. MaccuBnas mHOUABTPALINS aMUNOHAHBI-
MU MaccaMy MHOKaPAA KEAYAOIKOB 00YCAOBAUBACT pa3-
BUTHE PECTPUKTUBHON Kapanomuornatun. OTA0KeHNs
AMUAOMAHBIX MACC MEKAY KapPAMOMHUOLINTAMU U TIEPU-
BaCKyASIPHO CHIDKAIOT 9AACTUIHOCTD CEPACTHON MBbIIII-
LIl U HAPYIIAIOT IIPOLIECChI PACCAAOACHUS, MUOKaPA
CTAHOBUTCSI OYCHB TINOTHBIM, PUTHUAHBIM («PE3MHOBBIY
MHOKApA), YXYAIIAETCS AMACTOAMTIECKOE HAITOAHEHHE
JKEAYAOUKOB M PA3BUBAETCH AMAATALIUA IIPEACEPANTL.
B xamnnaeckoit kaprune parHoro Bapuanra AC rpeo0-
AQAAIOT CUMIITOMBI XPOHUYECKON CEPACTHON HEAOCTa-
TOYHOCTH, PE3UCTEHTHOM K ACYCHUIO B OOABIINHCTBE
cayaaeB. Y 23% GOABHBIX HEAOCTATOTHOCTH KPOBOOOpa-
LIEHUSA — DTO [EePBbII IIPU3HAK 3a00AEBAHIIA, B ITOCAE-
AYIOIIIEM OHA ObICTPO IIPOTPECCUPYET U SBASETCSH T1PH-
quHon cMeptH [18]. OTrokeHre aMUAOKAA B MHTPAMY-
pPAABHBIX BETBAX KOPOHAPHBIX aPTEPUIl MOKET CTATh
MIPUHMUHON WIIEMUN MUOKAapAA U [IPUBECTU K IOSIBAE-
HUIO QaHTMHO3HBIX TIPUCTYIIOB, U3PEAKA — K PA3BUTHIO
nnpapkra Muokappa. AMUAOMAHAS WHPUABTPALS
KAAITAHHBIX CTPYKTYP TPUBOAWT K PA3BUTHIO TTOPOKA
cepatia. Yacrble IIpOABACHNSA AMUAOUAHOTO TIOPASKEHIS
CepALla — PA3AMMHBIC HAPYIICHUS CEPACIHOIO PUTMA
U IIPOBOAVMOCTH, BO3HUKAIOIIINE B PE3YABTATE OTAOKE-
HIS aMUAOUAA B PA3HBIX OTACAAX ITPOBOAAILCH CHCTE-
MbI cepatia. [lopaskeHue 11poBOAAILIE CUCTEMBL CEPALIA
MOJKET IPUBECTU K BO3HMKHOBEHUIO aPUTMUIL, Hapy-

LIEHUN IIPOBOAMMOCTU 1 BHE3AITHOU CEPAECTHONI CMEp-
tn [19]. Oanum m3 Kanbaudeckux mpossaeaunt AC u
HEOAArONPUATHBIM IIPOTHOCTHYECKUM TIPU3HAKOM SIB-
ASIIOTCSL CUHKOITAABHBIC COCTOSIHUSA, BO3HUKAIOIIINC U3-
3a HECIIOCOOHOCTH PUTHMAHOIO MHUOKApPAA YBEAUYUBAThH
CEPACYHBIN BbIOPOC IIpU (PU3MUECKON HArPy3Ke, a Tak-
K€ 13-32 BO3HUKAIONINX TAXUAPUTMUI UAU BbIPAKCH-
HOM GpaprKapAni, CortyTeTBytoleit Herporaruu [20].
BosMmoykHO 6eccHMIITOMHOE aMUAOMAHOE IOPAKCHUE
CepALIa, PACIIO3HABACMOE AUIIIb [IPU ITATOAOTOAHATOMU-
9YECKOM MCCACAOBAHU.

Anarsocruka AC

Karouesyio poab B puartocruke AC urpaer axoKapau-
orpadus (IxoKT). B turu<HbIX cAyIasx aMUAOMAHAS
MHPUABTPALINSA TIPUBOAUT K YTOAIIIEHUIO CTEHOK >KEAY-
AOYKOB. OOBIMHO MMeeTCs KOHIIEHTPUIECKOE YBEAMIe-
HUE CTEHOK, HO MHOTAQ, HA PAHHUX CTAAMAX, BBIABAACT-
CA YTOAILIEHUE TOABKO MEXIKEAYAOIKOBO IIEPETOPOAKHL.
Vroamienne crenkn AJK HepocraTodHO CrierjupyuvHO
art AC, Tak Kak 9T0 MMeeT MeCTO IIPU apTepUarbHON
TUIEPTOHNH, TUIIEPTPOPUIECKON KapANOMUOIIATHN 1
APYIUX KappuoMuonatusax. OAHOBPEMEHHOE YBEANYe-
nue creHkn [DK u, 910 0c06EHHO Ba)KHO, CHMKEHNE
BoabTaKa 3y6rioB Ha JKI' cBupeTenbcTBYIOT GOABIIIC B
[TOAB3Y MH(DUABTPATUBHOM KapAMOMUOIIATUN, U3 KO-
ropeix HarbGonee o6branon canraercs AC [21]. Tloer-
IIEHHAsT 3XOI€HHOCTh YTOAIEHHOTO >KEAYAOYKOBOTO
MHOKapAa, 110 AAHHBIM HEKOTOPBIX COOOIIEHNH, 000-
3HAYAETCS KaK (MPAHYASIPHBIND UAU (3BE3AHBIN BUA [22,
23]. OpHako 310 (heHOMEH MOKET HaOAIOAATHCS U TIPU
Apyrux caydasnx rutieprpodun UK, noaromy ero criery-
(PUIHOCTH BEPOATHO HE OMEHD BBICOKA.

Chaepyer uMeTh B BUAY, 9TO Kraccudeckue IxoKI-mpu-
3raxu AC MMEIOTCS AMIIb B AAAEKO 3AIIICAIIICIT CTAANH
saboaesanus [24]. HamGoaee 1oaesHom MoKeET ObITh
kombOuHarma nokasareaelr IxoKI' ¢ OKI' u MPT. Ha
IKI'y 60oabHbIX AC 06HAPYKMBAIOT CHIDKEHNE BOABTA-
ka kommnekca QRS nmpusnakm anddysnoro mopaske-
HUsT MUOKappa (CraaskeHHOCTh vAn mHBepcust 3yora T
BO MHOIMX OTBEACHUSX), apUTMUM U HAPYIIICHUS TIPO-
BopuMocCTH. VIHOTAQ OTMEdaloTcs MH(aPKTOIIOAOOHbIE
n3MeHeHNs. XapaKTepHbIM AMArHOCTUYECKUM I1PU3HA-
KOM CYMTAETCS COYeTaHMe HM3KOro BoAbTaka Ha IJKI
1 9XOKapANOTpadUIeCcKUX ITPU3HAKOB OOABIIION MaCChI
muokappa. Ilpu MPT cepatia perucrpupyior cy6aHpo-
KapAMaAbHOE HAKOIIACHUE TMAAOAMHUSA, KOTOPOE MMEeT
BBICOKYIO YYBCTBUTEABHOCTH U CIELUPUIHOCTD, OCO-
6enno arst AL-amunonposa [25].

Hu oprH 13 TIPU3HAKOB HE SBAAETCS CrIETUUIHBIM U
[IOITOMY AOAKEH TPAKTOBATHCS B KOHTEKCTE KAMHUYE-
CKOW KapTUHbBI M AAHHBIX APYTUX UccAaepoBaHui. IXoKI
cama 1o ceOe He MOKET IMTOATBEPAUTH Aarto3 AC u tur
amuaoupa [14]. Haauuaue seckoabkux IxoKI-ripusna-
KOB IIOBBIIIIACT BeposATHOCTh Anartoza AC, ocoGeHHO
KOMOUMHAIIUS BBIPSKEHHOTO YTOAILICHUS CTEHOK HEAM-
AarupoBarHoro AJK ¢ npusHakaMu pecTpUKTUBHOTO
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HAITOAHCHUS, PACIIMPCHIA 000MX IPEACEPANIL, YTOA-
II[EHHBIX KAAITAHOB U [IePUKaPANAABHOTO BbitoTa [26)].

Anrs pmarsoctukn AC MCIIOAB3YIOT 11POGY € M30TOIIOM
rexaeryst ™ Te-mpodocdarom. Crimarurpaduist roka-
3bIBACT 3HAYUTEABHOE HAKOIIACHHIE PAAOM30TOIIA MHUO-
KapAOM, [MOPAKCHHBIM TPAHCTUPETUHOBBIM AMUAOUAOM
U MOXKET OKa3aTbCA IIPEBOCXOAHBIM HEHMHBA3UBHBIM
METOAOM BbIsiBACHMs TpaHcTuperuHoBoro AC (27, 28].
ITo paHHBIM APYTHIX MCCACAOBAHNM, CLIUHTUTpAUs MU-
okappa ¢ usororiom rexuerus " Te-DPD (aukap6okcu-
niportasArdochoHAT) MOKET UCITOAB30BATHCS AAST AVI]-
(bepeHLInanbHON AMATHOCTUKY CUCTEMHOIO CTapuecKO-
ro ammnomposa ¢ AL-aMmrnaompo3om, ipu KOTOpOM Ha-
KOITACHIIE IIpEerapara B MIOKapAe HE3HATUTEALHO [29].

Pemmatoryio poas B pnarsocrrke AC urpaior paHHbIE
Mopdororudeckoro nccaeposanus. Ipu o6uapykermnmn
KOHIO(UANN HMCCACAYEMOIO MaTepuara HeOOXOANMO
€ro M3y4eHNE B IIOASPU30BAHHOM CBeTe. AN aMHUAOMAA
xapakrepeH 3 PeKT ABOMHOTO AyderiperoMaeHus. [loc-
A€ JTOro >KeAATeAbHO TUIMpoBaHue aMuaonpa. Koc-
BEHHO OIPEACAUTb TUIT (PUOPUAAIPHBIX OTAOKEHUI
[TO3BONSIIOT METOABI OKPACKH IEAOYHBIM I'YAHUAUHOM
WAH TTepMaHranaToM Kaaus. HanGoaee ToqHbIM sBASIET-
€Sl UMMYHOTHCTOXVMUYECKUI METOA C NCIIOAB30BAHIEM
MOHOKAOHAABHBIX aHTHUTEA K OEAKaM — IIPEAIIIECTBEH-
HUKaM aMuAoupQ. broricnio Muokappa  BBITTOAHSIOT
B CAydasix, KOTAQ €CTh MOAO3PEHUE HA aMUAOMAO3 110
AQHHBIM HEMHBA3UBHBIX TECTOB, HO IIPU IIPOBEACHUN
GUOIICHH APYIUIX TKAHEH OTAOKEHUSA aMUAOHAQ HE BbI-
SIBACHBL

K mpusnaxam, nozsoasiornM 3artopo3puts AC oTHO-

csres [30]:

* Haamdane ceppedHONM HEAOCTATOMHOCTM IIPU  HOP-
ManbHOU (ppaxiuu Bei6poca, orcyrcrsue Al ocoben-
HO Y MY>KIIH

* AprepranpHas TMIIOTEH3UsT Y OOABHBIX C IIPEALLIE-
CTBYIOIIIEHN I'MIIEPTOHMEN

* Ilpuanaku mpaBOKEAYAOTKOBOM CEPACTHON HEAOCTA-
TOYHOCTH (IETIATOMETaAVS, ACIIUT, OTCKU HILKHUX KO-
HEYHOCTEN)

* ABYCTOPOHHUI CHHAPOM KapITaAbHOTO KaHaAa

* Ilaoxas nepeHOCMMOCTh 0GBIMHO UCITONB3YEMBIX CCP-
AEIHO-COCYAMCTBIX TIPEnapaTos (AUTOKCHH, GAOKATO-
Pl KaAbIMEBBIX KaHanoB, naruburoper ATTD, 6aoka-
TOPBI PEIEIITOPOB AHTNOTEH3UHA, B-GAOKATOPBI)

* Huskunt Boabrax xHa JKI, ncespoundaprrabie (MH-
daprromnopo6usie) IKI-koMIIAEKCDI

* VronmieHMe MECKEAYAOIKOBOM IIEPETOPOAKU U (IIPE-
AOMASIEMBII MUOKapA» (MCKPSITIUECS] TPAHYABI) T1PU
cranpaprHot 2D (pAByxMepHOIT) axokapanorpadun

* Huzxuit Boaprak Ha K 1 yroareHmne Mesokenypod-
KoBolt rieperopopku tipu 2D (asyxmeproit) IxoKT
var MPT (Hu3Koe COOTHOILIIEHNE BOABTa)KA K Macce
MUOKAPAA)

+ Ilporpeccupyoree CHIKCHIE BOABT@KA Ha IIPOTS-
JKEHUN BPEMEHU

Cpeant Bcex KapArOMUOIIATUN (MITIEMUYECKas], TUTIep-
TpodrUecKast, AUASTAIIMOHHAS), AMUAOUAHAS KaPAO-
MUOIATHUS TIPEACTABASET HAMOOABIIIE TPYAHOCTH AAS
AMArHOCTMKU AQHHOM ITATOAOTHH, ITOCKOABKY AHArHO3
MOXKeT ObITh BepUPUIIMPOBAH TOABKO 1TpU MOPGHONO-
rm4eckoM unccaeposannn. Ocobble AMArHOCTHYECKUE
11pOOGAEMBI BO3HUKAIOT Y AWL] IIO>KUAOIO M CTapIECKOIO
BO3pACTa IIPU HAAMIUM Y HUX KOMOPOUAHOCTH, B 4aCT-
Hoctu cToAb pactipocrpanentont UbC B paznoo6pas-
HBIX €€ ITPOSIBACHUSX.

Kannundeckoe HaOAIOAEHUE

[Tamment I1., 83 aer, mocTymma B TepareBTUIECKOE
otaenenue lToctimrana ang serepanos BouH N2 3 Ae-
napraMeHTa 3ppaBooxpaHeHust ropopa Mockser (I'BB
Ne 3 A3M) 29 anpeass 2014 r. ¢ skar06aMu Ha OABIIII-
Ky IIpU HE3HAYUTEABHON (PUBMIECKON HAIPY3KE, OTEKHN
HOT 1 MOIIOHKMU. [To pAaHHBIM aHaMHe3a, HAOAIOAAACH B
HMOAMKAMHUKE 110 TI0BOAY aPTEPUAABHON TUIIEPTEHIHNH,
NBC, nocrogaHon GpopMbl MepLiaTeAbHON apUTMUY,
XPOHUYECKOTO IreAoHedpura, >Keae3opepUurnTHon
aHEeMUM. 3a MOAIOAA AO TOCIUTAAM3ALUK [TOABUAKCH
HapacTaolas OABIIIKA M OTeKH HOTr, A/\ CHU3HUAOCH
a0 120/80 MM pr. cr. 6€3 NMPUMEHEHUS aHTUTUTIEP-
TEH3MBHBIX I1perapaToB. Ae9eHne AMTOKCUHOM M MO-
YErOHHBIMU (TOPACEMUA U CIIMPOHOAAKTOH) OBIAO He-
apPeKTUBHBIM.

Cocrosinue mpu MOCTYIIACHUHN cpepHen TsorecTu. Kosk-
HbIC TIOKPOBBI U CAUBUCTBIC CYOUKTEPUIHBI, 1TUAHO3
AMIIA, TUTICPTTMTMEHTAIIUS KOKU TOACHEH. B mpoekimn
BHYTPEHHEN AOABDKKU TIPABOM TOACHU TpouIecKas
a3ea ppamerpoM 1 cM ¢ ceposubiM otpeasieMbiM. Ha-
Oyxiiue 1enHbie BeHbl. OTeKn HOT, TTepepHert OproI-
HOW CTEHKH, TTOSICHUTTBI, HAPYKHBIX TTOAOBBIX OPTAHOB.
Ilepudepuaeckue AnM@POY3ABI HE ITAABIIMPOBANHCD.
ITuroBupnas sxeaesa 6pina He yBeAndeHa. dacrora pbl-
XaTEeABHBIX ABVDKEHWE 24 B MUHYTY. Oipeaeasiroch (oT-
MEYan0Ch) TIPUTYIIACHIE TTEPKYTOPHOTO 3BYKA M OCAQ-
OACHUE ABIXaHUA HIDKE yIAd AOIIATKU Hap 0OOMMU Aer-
kuMu. TOHBI cepalia IpUrAyIIeHsl, 1 TOH Ha BepXyIIKe
cepalia ocrabAeH, akLIeHT 2 ToHa Ha aopre. PurM ceparia
HEIIPABUABHBII, 9aCTOTA CEPACIHBIX COKpAIL]CHUN (8 B
MuHyTY, 6€3 pedunmra myasca. AN 120/70 mm pr. cr.
sKuBor Markuii, 6e360Ae3HEHHBIN, YBEAYEH B 00'beMe
3a cuer acrura. [ lepkyropHbie pazMepsl Ile4eH U Cene-
3eHKH ObIAUM B IIpepenax HOpMbl. [louky He manbrmpo-
BaAUCh, 06AacTh X Oe3boaesHeHHa. Modencryckanue
cBoOOAHOE, 6E300AE3HEHHOE.,

Ilpu AaGoparopHOM 06CAEAOBAHUN ObIAM BBIIBACHBI
aremus (remoraobun 90-102 1/a), cHUKeHUE YPOBHS
CBIBOPOTOYHOTO Keaeza (2,4 MKMOADB/A), TOBbBIIIIEHUE
CO3 a0 50 mM/gac. B Mo4e BbIABAAAACH IIOCTOSHHAA
nporeunypust (0,054 — 0,485 r1/a), Muxporemary-
pus, nuanHAPypuA. Pocr Mukpodaopsl mpu MUKpPO-
OMONOTMECKOM MCCACAOBAHUU MOYU HE OOHAPYKCH.
B 6uoxumuyeckoM aHaamMze KPOBM OTMEYAAOCH IIpE-
XOASITIee TIOBBIITIEHNE YPOBHS OGUAMPYOUMHA ([P 110-
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cryriaenun — 28,1 MKMOAB/A, B TIocAepytoniem — 14,
6 MKMOAB/A), CHUZKEHUE COAep KaHUs aabOyMuHa (22-
28 1/A), yBeAMdeHUE AKTUBHOCTU IEAOYHON (ocda-
tasbl A0 641 ME/A, raMMa-raloTaMUATPaHCIIENITUAASDE
a0 423 ME/a, noBbIIeHME YPOBHS MOYEBOM KUCAO-
bl — 575 MKMOAB/A 1 KpeaTuHnHa — 190 MKMOAB/A.
CxopocTb KAYOOIKOBOM (PUABTPALINN, 10 PE3YyABTATAM
1po6br PeGepra, cocrasuna 25,7 ma/Mun. YpoBeHb Xo-
AECTepUHA U TPUIAUIIEPUAOB B IIpeperax HopMel Koa-
ryaorpaMma 6e3 0COGEHHOCTET.

Ha 9KTI mpu moctynaeHnm omipepeasinach Gubpuans-
LIV TIPEACEPANTT C IaCTOTOM >KEAYAOTKOBBIX COKpAIlie-
aun 60-100 B MuH., CHUKEHME BOABTa)Ka KOMIIACKCA
QRS B cTaHAaPTHBIX 1 YCUACHHBIX OT KOHETHOCTEHN OT-
BEACHMSIX.

IIpu penrreHorpadguu OpraHoB IPyAHON KAETKH BbI-
ABACHO ycuAeHHe U AepOpMALIUA ACTOMHOIO PUCYHKA,
YIIAOTHEHHUE U MAAOCTPYKTYPHOCTh KOPHE AETKHX, I10-
HIDKEHIE BO3AYIITHOCTH A€TOYHON TKAHU C HEYeTKUMU
Y HEPOBHBIMU KOHTYpaMu B ripoexin S9 — S10 aeso-
IO AErKOT0, A€BOCTOPOHHUI TMAPOTOPAKC, YMEPEHHOE
pacimpeHne Cepalia, YIAOTHEHUE a0opThl B 00AACTH

AVIUL

[Ipu pEHTrEHONOTHMYECKOM MCCACAOBAHUN  SKEAYAKA
06HAPYKCHBI HEAOCTATOYHOCTh KAPAUM, aKCHAAbHAS
CKOAB3AINAS T'PbDKA IUIIEBOAHOTO OTBEPCTUA AWa-
(pparmpl, racTpoazodarearbHbIl PEPAIOKC, MPU3HAKU
AWCTaABHOTO  PE(PAIOKC-330(arnTa, TacTPOAYOACHUTA,
CIOHUTA.

VABTPa3ByKOBOE HCCACAOBAHUE OPraHOB IIO3BOAMAO
YTOYHUTD O6'b€M JKUAKOCTU B HAEBPAADHBIX TTOAOCTAX
(cupasa — po 130 ma, caeBa — po 950 ma), pazmepbt
redIeHn (MmpaBsast AOAS yBeandeHa Ao 167 M), 6bira 06-
Hapy)KeHa CBOOOAHAS KMAKOCTH B OPIOIIIHOM [TOAOCTH
(oxono 1,5 a), anddysHas HECOAHOPOAHOCTb CTPYKTYPBI
[EYEHM, YTOALLICHUE CTEHKH SKEATHOTO ITy3bIPSt A0 T MM,
YMEPEHHOE PACIIMPEHHUE HaIlledek M AOXaHOK 00enx
IOYEK, OYaroBble M3MEHEHNSA B I[UTOBHAHOM JKEAE3e,
HEOAHOPOAHAS CTPYKTYPA IIPEACTATEABHOM KEAC3BL.
PasMepb! 1OAKEAYAOTHOM SKEAE3bl, CEAE3EHKH, IIITO-
BHAHOM U [IPEACTATEABHOM sKeAe3 OBIAL B HOpMe.

IxoKI" 3HAUMTEABHOE YBEAMYEHNE PAa3MEPOB ITPABBIX
roaocreit ceparia (rpasoe rpeacepaue 58x92 mm, rpu-
HOCSIIUI TPAKT IIPABOTO >KeAypouKa 47 MM) 1 A€BOro
ripepcepaust (59x87 MM), yroAleHre CTEHOK AEBOIO
JKeAyAOUKa (3apHss creHKa 19 MM), 11paBoro sKeaypouKa
(mepepsisi crenka 7 MM) M MEXCKEAYAOYKOBOM IIepe-
ropoaku (19 M), BblpaskeHHAs ACTOYHAs TUIIEPTEH3US
(cucroamyeckoe AaBACHUE B ACTOYHON aprepunt 88 Mm
pT.CT.), GUOPO3HDBIE M3MEHEHNST KAAITAHHDIX U TTOAKAA-
[AHHbIX CTPYKTYP aOPTAaAbHOIO M MUTPAAbHOTO KAQ-
[IAHOB, TPUKYCIIMAAABHAS PETYPrUTALUSA 3 CTEICHU,
MUTPAAbHAS PETYPIUTALUS 2 CTEIIEHU, ACTOYHAS PETYP-
ruranys 1 crerienu, GopMUPYIOTITUICS CTEHO3 A0PTaND-

HOTO KAAllaHa, HAAUYUE JKUAKOCTU B ITOAOCTU IIEpPH-
Kappa (cenapariys AMCTKOB Iiepukappa pAo 6 mm). Hapy-
[IIEHUsT AOKAABHOM COKPATUMOCTU BBISIBAEHO HE ObINO.
O6parrjarm Ha cebs BHIMaHNUC YMECHBIIICHIE PAa3MEPOB
Aesoro skeaypouka (KAP — 40 mm, KCP — 27 mm), Hus-
Kuit ypapHbii (42 Ma) u MunyTHb (3,9 A/MUH.) 06b-
€MbI TIPY HOPMAABHOM (DPaKITIH BIOPOCA ACBOTO JKEAY-
pouka (62%).

30.04.2014 r. mpounsseacHa ACBOCTOPOHHSS TIAEBPAND-
Hast MyHKIWS, 9Bakyrposado 1060 Ma skuakocTy. Axa-
AM3 TIAGBPAAbHOM KMAKOCTH: 6eAok — 8,9 1/, 11poba
Pusaawra orpuniateapnasd, Aerikonutsl 140-150 B moae
3perns (ammdonurer 60%, Hentpoduasr 40%), pocra
MUKPODAOPBI He 06HAPYKEHO. B rtocaepyorieM HabAIO-
AAAOCDH GBICTPOE HAKOIIACHUE SKUAKOCTU B ACBOIT IIACB-
panbHOM 110AOCTU. OT IIOBTOPHOM ITYHKIMM IIAITUEHT
OTKA3aACH.

Kamnnieckne nposaenns 3a6oaeBaHusA ObIAM paciie-
HEHBI KaK XPOHMYECKas CepACdHas HEAOCTATOYHOCTD
IV OK (NYHA), III crapmm (kapamanbhbiit Gubpos me-
YeHu, aHacapka), IpudnHon koropon sisuaack WBC,
ATEPOCKAEPOTUIECKUI KapAMOCKAepO3 Ha (HOHE TI'H-
nieprounydeckont 6oaesnu 1 crapum, pereHepaTBHBIN
CEHMABHBIN CTEHO3 A0PTAABHOIO KAAIIAHA, TOCTOSTHHAS
dbubpuansiins nipeacepanit. OgaroBoe (AOKaAbHOE) T10-
HIDKEHE [IPO3PATHOCTH ACTOIHON TKAHU B ACBOM AeT-
KOM B COYETAHNN C MTOBBIIIIEHUEM TEMITEPATYPDI TEAA 1
Aetikorurozom Kposu (11,0x10°%/A) npu nocryrinenun
CBUAETEABCTBOBAAM O PAa3BUTHUU Y TMAITMEHTA O4aroBOi
[THEBMOHII.

[IpoBopMAOCE A€UEHME AUYPETHUKAMU, CEPACTHBIMU
raukosupamu, naruouropamu ATTD, npemaparamu sxe-
Ae3a (HaAIre TMIIOXPOMHOM aHEMUH), Ha IIPOTSHKEHNUN
5 AHEN TAIMEHT MOAYYaA aHTHOAKTEPUAABHYIO Tepa-
o nedrpuakconoM. Ha done aedenns y nanuenra
ITOBBICHAACH TOAEPAHTHOCTH K (PUBMIECKUM HArpy3KaM,
YMEHBIINAACH BBIPAKEHHOCTH IIEePU(EPUIECKUX OTe-
KOB, HOPMAaAN30BaAaCh TEMIIEPATypa TEAQ, KOAUICCTBO
ACUKOIUTOB B KPOBH, MCYE3Na MHPUABTPAITIA ACTOY-
HOW TKaHM, IT0 AAHHBIM KOHTPOABHOTO PEHTTCHOAOTU-
9ECKOTO MCCACAOBAHNSA, OAHAKO COXPAHANACH JKUAKOCTD
B AeBOM IAeBpaabHOM 11orocTr. 30.05.2014 1. nanmeHT
GBI BBITTHCAH AN IIPOAOAKCHHS ACICHUSA B aMOyAATOP-
HBIX YCAOBUAX.

B cBsi3u ¢ iporpeccupoBanmeM cepaeaHON HEAOCTATOY-
HOCTH TIAIMEeHT ObIA BHOBb rocrimrarmsuposad B ['BB
Ne 3 A3 r. Mocksst 29 cenrsabpsa 2014 r. I1pu o6¢aepo-
BaHUM MalfeHTa 0O0palacl BHUMaHVe Ha ce0st BHUMA-
HIE BBIPKEHHBIM OTEIHBIN CUHAPOM C TPOPUIECKUMU
paccTPOMCTBAMU KOYKU HOT, HAANYMNE JKUAKOCTHU B ITOAO-
CTAX, aHacapka ¢ TPOPUICCKUMU U3MCHCHIAMU KOXKU
HOT, 1TMaHO03, HaOyXaHUe ITTeIHBIX BEH.

B ananmsax KpoBU COXpaHSIAMCH aHEMUS (TeMOTAOGHH
90-115 r/a) u yeeandenue CO po 51 mm/4vac. [Tokasa-
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TEAM AMITUAHOTO 0OMeHa ObIAU He M3MeHeHbl. BoisBae-
HbI TMIIOaABOYMUHEMUS, YBEAUYEHUE THUPEOTPOITHOTO
ropmona ¢ 3 ME/ma 30.04.2014 r. po 40 ME/Ma 1ipu op-
HOBPEMEHHOM CHIDKEeHMM cBOGoAHOTO T, (5 11Monb/A)

30.09.2014 r.

[Tpu nccrepoBaHUM TIAEBPAABHON JKUAKOCTH (ITYHKITHS
Boirtoarera 03.10. 2014 r.) aTUIIUYHBIX KAETOK He Hall-
ACHO, pocTa MUKPO(AOPBI HE 0OHAPYKEHO, JKUAKOCTD
COOTBETCTBOBAAA T€MOPPATNICCKOMY TPAHCCYAATY.

Ha KT mo-mipeskHEMY perucTprupoBarnCch GUOPUAAS-
LIS TIPEACEPAHI, PEAKAS JKEAYAOIKOBAs IKCTPACKICTO-
AVISL, HU3KMI BOABTaK KoMmIaekca QRS B cranpaprHbix
U YCUAEHHBIX OT KOHEIHOCTEN OTBEACHUSIX.

IIpn yabrpasBykoBoM wmccaepoBanun cepaa 11.10.
2014 r. B cpaBaennu ¢ paaHeiMu ot 13.05.2014 1. or-
MEYEHO AMIIIb HEKOTOPOE YBEAIEHUE Pa3MePOB ACBOTO
skeaypouka (KAP yseanauacs ¢ 40 po 45 mm, KCP — ¢
27 po 32 mMm) m mapymenue ero cokparnmocru (PB
cHU3MAACK € 62% po 55%, ypapHbiit 06beM 51 Ma).

IIpeacraBaeHnE O GOABHOM HE M3MCHHMAOCH: TSIKCCTh
€ro cOCTOAHMSA OOYCAOBACHA XPOHUYUCCKON CEPACTHON
HEAOCTATOYHOCTBIO, KAPAUAABHBIM (prI6PO30M IIEICHU 1
XPOHUYECKON ITOYEIHON HEAOCTATOIHOCTBIO. [Iprramta
XCH — UbBC, aTepoCcKAepOTUICCKUT KaPAUOCKAEPO3
Ha GOHE TUIMEPTOHUIECKON Gone3HU. AedeHue ObIAO
HAIPaBACHO Ha KOPPEKIIMIO BOAHOIO M GEAKOBOrO 06-
MEHa, I'MIIOTHPE03d, HA YAYHIIEHHE METaOOANIECKIX
TIPOIIECCOB B MUOKAPAE M HOPMAAM3AIIIO 9aCTOTHI SKe-
AYAOYKOBBIX COKPAIL[CHUI.

Hecmorpss Ha MaCCHBHYIO AMYPETHYECKYIO TEPAIIHIO
(cyrounas poza pypocemupa pocrurana 500 mr B cyTku),
[TOBTOPHOE BBEACHME aAbOYMUHA, ACICHUE TUIIOTHPEO-
3a, COXPAHANCA BBIPAKEHHBIN OTEYHBIN CHHAPOM, Obl-
CTPO PELVAVBIPOBAN TUAPOTOPAKC TIOCAE TIAEBPANBHON
IYHKIMH, Pa3BUAACh TMIIOCTATUMECKAs] ITHEBMOHUS B
HIDKHUX AOAAX OO0MX AErKUX, YCYyIyOUAACh ABIXATEAb-
Has HEAOCTATOMHOCTb, HAPOCAQ IOMETHAA HEAOCTATOY-
HoCTh. 12.11.2014 1. (44-¢ cyrku nipebbiBanus B Tocrm-
Tane) PasBUAACh OPAAMKAPALL, TICPEIIICAIIIAas B ACHCTO-
AMIO, artHod. KoHcrarnposana cMepTh Harjuenra.

3aKAIOMUTEABHBIN KAMHIYECKIM AMAarHO3:

OcuoBHoe 3aGonreBaHme: iemudeckas GOAE3HD
cepalia. ATEpOCKAEPOTUYECKUTT KaPAUOCKAEPO3. ATepo-
CKAEpPO3 a0PThI, KOPOHAPHBIX apTepuil. AereHepaTrs-
HBIF CEHUABHBIN CTEHO3 A0PTAABHOTO KAAITaHa.
Monoroe 3zabonesanume: [unepronmdeckas 60-
Aesnb III crapuu, 2 crenenu, OCAOKHEHUSI OCHOB-
HOTO 3a0oneBaHUsA: XPOHUYCCKAS CEPACIHAsT He-
aocrarounocts 11 crapuu, IV @K, Tlepudepuaeckue
OTEKH, ABYCTOPOHHUU THUAPOTOPAKC, TUAPOTIEPUKAPA,
ITynxiusa aesoit maespanstort morocru 03.10.2014 r,
05.11.2014 r. Kapananeueiir Gpubpo3 redeHu, ruro-
cTaTudecKuin AepMatutT roacHer. [locrosiHHas Mep-

LIATEABHAS APUTMHUS, SKCAYAOIKOBAS IKCTPACUCTONVIL
CHUHAPOM TIOAMOPraHHON HEAOCTATOYHOCTU: AETOYHO-
CepACIHAs HEAOCTATOYHOCTbh, IIPOTPECCUPYIOIIas II0-
YeYHAas HEAOCTATOMHOCTb. PeaHnMaIioHHbIE MEPOTIPU-
arus 12.11.2014 1.

ConyrcrByomue 3aboneBaHUs: XPOHUYICCKUN
nueroHe puT, peMuccusa. XpoHUIecKas IodedHas He-
aAocratoaHocTb 11 crapmm, xpoHudeckas GOAE3HD TTOYCK
IV crapus. VanoBort 306 1 crerieHu, BriepBbIe BBIABACH-
HBII IEPBUYHBIN TUIoTupeos. sRenresopedurinraas
AHEMUSL.

ITporokon Bckpertus Ne 877 or 12.11.14. (IBY3
I'BB Ne 3 A3M)

TonroBHOM Mo3r. OTEK M TUTIEPEMUA MATKON MO3TO-
BOW 06ONOTKI; YIIAOIIIEHNE TIOBEPXHOCTH GOABITIHX TI0-
AYLIAPUI; OTEK BeIjecTBa TOAOBHOTO MO3Tra; cAabo BbI-
PAKEHHOE aTePOCKACPOTIIECKOE ITOPAKEHIE apTepUil
OCHOBAHMS MO3Ta; IIPU3HAKN AMCAOKAIIUN CTBOAQ.
BayrpeHnHuii ocMotp. B rmaeBparbHBIX I10AOCTAX
rpumMepHo 110 1 500 MA GecriBeTHON IIPO3PATHON JKUA-
KOCTH, IIAeBPA CUHIOLIHAA, IAAAKAS; B TIOAOCTH OPIOIIN-
HbI — T1po3pavHas >Kupkoctb 60aee 5 000 Ma, Gproru-
Ha Oaectanias. B ceppeanont cymke okonro 100 M skea-
TOBATOM IPO3PATHON JKUAKOCTH.

Oprans! Apixasnusa. B npoceere 6poHX0OB po3oBaras
[MEHUCTAsT JKUAKOCTD. AEIKHE BO3AYIITHbBIE, OAHOPOAHBIE,
TECTOBATOM KOHCUCTEHITNH, Ha pazpese Oypo-KPacHOro
1IBETA, C CETYATBIM PUCYHKOM CEPOBATOM TTAOTHOM TKa-
HU; C TIOBEPXHOCTHU pa3pe3a OOMABHO CTEKAeT PO30Bas
ITEHUCTAST JKUAKOCT.

Cepaue maccoit (10 1, pazmepamu 15x16x8cm, 1iapo-
BUAHOM (POPMBI, TIAOTHOE, MUOKaPA PUTUAHBIH, TTOAOCTH
SKEAYAOYKOB HE PACITUPEHBI, TIPEACCPAUS PACIIIPCHBI
HE3HATUTEABHO. JHAOKAPA TIPUCTEHOTHBIN TAAAKUM, C
TYCKAOI JKEATOBATOM MCICPICHHOCTHIO. DHAOKAPA KAA-
IIAaHHBI — TOHKUH, IIpo3padHbiil. Koponapusie apre-
pPUN DAACTUYHBIE, TIPOCBETHI X OTHOCUTEABHO IIIHPO-
KMe, MHTUMA C JKEATOBATHIMU TIAOTHBIMU OASTITKAMU,
HEPABHOMEPHO CY)KMBAIOIIUMU IIPOCBET, MECTAMU AO
30%, Tiaommaab opaskeHnsa NHTUMBL A0 25%. ToarmHa
AeBoro skeaypouka 1,9 e, rpasoro 0,4 cm. Mnokapp Ha
paspesax KOPUIHEBOIO LIBeTa C MEAKUMU OeAecOBaTHI-
MU PyOIMKAMU M CAABHBIM OAECKOM IIOBEPXHOCTH Pas-
PE30B.

ITouxu 1o 180 1, MAOTHBIE, MEAKO3EPHUCTBIE, HA Pa3-
peae TpaHuUIlbl CAOEB YETKIE, KOpa KPACHOBATO-CEPOBa-
Tasg, MMPAMUAKU CEPO-CUHIOIIHbIE, CAM3UCcTas Genosa-
Tas, GaecTAIas.

ITeuyenn maccoit 1940 r, nAOTHO-dAACTUYHAS, C MEAKO-
OyrpuUCTON MOBEPXHOCTDHIO, HA pa3pe3e TKaHb BAAKHAS,
ITOAHOKPOBHAS, MEAKOY3A0BOTO CTPOECHMS, KDACHOBATO-
OypOTO 11BETA C MyCKATHBIM PUCYHKOM.

MuUKpPOCKOIINYECKOE NCCAEAOBAHIE

Muoxkapa. Bo Bcex uccaepyeMbIx IiperapaTax 10 BCeM
[IOASIM 3PEHUST OTMEYACTCS AC30PTaHU3ALINS CTPOCHIS
MUoKappa 3a caer An@Py3HO-04aroBbIX MHTEPCTUIIN-
AABHBIX (PUOPUANIPHBIX OTAOMKEHHUI aMOPQHBIX 20-
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Pucynox 1. 'ncmororniecxas
kapmuna muoxapda. Oxpacka I'D.
Veeanuenne x 10. 1000750 px

3MHOPUABHBIX MAaCC, MEKAY KOTOPBIMU 3aMypOBAHbBI
IPYIIIBI AUCTPOPUIECKN N3MEHEHHBIX, MeCTaMu (ppar-
MEHTUPOBAHHBIX, Kappuomuoimros (puc. 1, 2). TTpu-
MEHEHO OKpAIMBAaHUE TeMATOKCUAMHOM-2031nHOM (')
1 KOHTo-port. IIpn MUKpOCKOIIMM OKPAITIEHHBIX KOHIO-
KPACHBIM I1PEIapaToB B MOASIPU30BAHHOM CBETE OTMe-
YEHO ABOMHOE AYYEIIPEAOMACHUE: aMUAOUA M3MEHSIA
KPACHBII IIBET OKPACKH Ha A6A0THO-3EACHOE CBEIEHNE.

[Tpu TunupoBaHUM aMUAOKAA CO IIIEAOYHBIM TYaHUAM-
HoM (mipod. B.A. Bapriasckuit) okpacka coxpaHsiercst
qepe3 2 gaca, 9T0 CBUACTEABCTBOBAaAO 006 AL — amMuao-
UAO3€.

Takum 06pasoM, y GOABHOTO C TSDKEAON 3aCTOMHON
CEPACTHON HEAOCTATOMHOCTDIO, PACIICHUBABIIICIICS KAK
nposeacane VBC  (aTepocKAepOTIecKoro  Kapamo-
cKAepo3a), BesiBACH AC, KOTOPBIM, 10 AQHHBIM CIICLU-
AABHOIO MCCACAOBaHMA, OBbIA KBaAM(PUIIMPOBAH Kak
AL-aMmnaompo3.

B rpuBeaeHHOM HAOAIOACHNN 3aCAYKMBAIOT BHUMAHIIA

U TIPEACTABASIOT MHTEPEC HECKOABKO BOIIPOCOB:

* BosmoykHOCTH KoMopOupHocTr AC ¢ IBC u Bkaap mo-
caepHen B passurre u tedenne 3CH y pannoro ma-
LIMEHTA

* 0COOEHHOCTH KAMHUYECKOIO TeYeHMsT 3a00AEBAHUIS,
AAHHbBIX AOTIOAHUTEABHBIX (MHCTPYMEHTAABHBIX METO-
AOB MICCAEAOBAHMS) 1 BO3MOKHOCTD AMATHOCTUKM (110~
AO3PEHVIs) HA HAAMYUE HEUIIIEMUIECKOM, B 9aCTHOCTU
aMUAOUAHOM KapAMOMUOIIATUI B AAHHOM CAydae

*+ ocobenHocTr AL-aMuaonpo3a y HabAI0AAEMOro GOAb-
HOTO

ITo AQHHBIM TTATOAOIOAHATOMUYECKOTO MCCACAOBAHUA,
y GOABHOIO OTCYTCTBOBAAM TEMOAMHAMUYIECKU 3HAYM-
Mbl€ CTEHO3bl KOpoHapHbIX aprepuit (30%), a rakke
pPyOIIOBBIE M3MEHEHMS MUOKAPAA, KOTOPBIE MOTAU Obl
CBUAETEABCTBOBATH O MEPEHECEHHOM MH(DAPKTE MHUO-

Rt PO AN R
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Pucynox 2. Omaoscenne amuronda 6 Muoxapde.
Oxpacxa I'/Konro-pom.
Veeanuenne x 20. 10002750 px

Kappa. B To ke Bpems rucrorormueckas KapTuHa MUO-
Kappd XapaKTepU30BaAdCh HAAMYIUEM PACIIPOCTPAHEH-
HBIX ANDPY3HO-09aroBbIX, GECCTPYKTYPHBIX, MECTAMU
PABIOYATBIX OTAOKEHUHN 903MHOMDUABHBIX MACC B CTPO-
Me, rurepTpoUPOBAHHBIMU, AUCTPOPUUECKU H3Me-
HEHHBIMM, MecTaMu (PPArMEeHTHPOBAHHBIMU KapAUO-
MuOLUTaMU. \AHHbIE THCTOAOTTIECKOTO MCCACAOBAHMS
CBUAETEABCTBYIOT O MIPpeobAapaHNN MH(PUABTPATUBHBIX
M3MEHEHUI B MIOKAPAEC 33 CICT OTAOKEHUI aMUNOHMAQ,
9T0 GBIAO AOKA3AHO C IOMOIIIBIO METOAA CIICITMAABHON
OKpacku Ha aMuAoup (KoHro-por). Mmerormecs mpu-
suaku rurieprpobun Muokapaa (macca cepaa 700 T,
TOAIIMHA CTEHKU ACBOTO M [1PABOTO JKEAYAOIKOB) CKO-
pee MOTAU OBbITh MPOSIBACHUEM aMUAOMAHON MH(PUAD-
Tparuu. MHOIMMMM HCCAEAOBATEASIMU TEPMUH (KOH-
LIEHTPUYIECKAs TUIEPTPOMUS MIOKAPAQY TIPU HANTIII
AC mpusHaercs HEKOPPEKTHBIM, ITOCKOABKY B OCHOBE
[IPOLIECCA AGKUT OTAOKEHUE AMUAOUAR, & HE TUIIEPTPO-
dbust muormros (31, 32]. Xorst yGeanreabHbIX MOpPhO-
Aormdecknx AaHHbIX B Toab3y VIBC, 1o kparnent mepe,
npeobrapanus (OTCYTCTBUE PYOLIOBLIX M3MEHCHUI B
MHOKapA€), He GBINO TTOAYICHO, BOIIPOC O BO3MOKHOM
coderanun AC n VIBC u Bkrape 11ocaepHeln B pa3BuTye
u reverrie 3CH He MokeT ObITH perreH OAHO3HATHO.

[Tocae Bepudmkarmm AC Ha CEKITUU U AO TIPOBEACHUSA
TUNHAPOBAHUA aAMMAOMAA I1€PEA  [TATOAOIOAHATOMOM
BO3HMKAQ I1POOAEMA, KACAIOIIASACS AMArHOCTUYECKOMN
pyOopukn ammuronposa. C yq4eToM OTCyTCTBHS aMUAOU-
AOTEHHOTO 3a60ANEBaHMS (XPOHUYECKUI HArHOMTEAD-
HBIM [1POTIECC, OITYXOAb, PEBMATOUAHBIA ApTPUT U Ap.) U
[TOPAKEHUS APYTUX OPIaHOB OBIAO OYEBUAHO, 9TO UMEA
MecTo repBruaHbIl aMuronpo3. Hanvane AC rmozsoasno
00CYKAQTh M30AMPOBAHHBI aMUAOMAO3 TIPEACEPAHH,
AL-aMMNAOMAO3 € TIOPasKEHUEM CEepAlla M CEHUABHBII
cucremubiit amunronpos (CCA) ¢ yaerom Bozpacra 6oAb-
HOTro. MaccUBHBIE OTAOKECHMSI aMUAOVMAA B MUOKAPAE
SKEAYAOUKOB MCKAIOYaAM M30AMPOBAHHBIA aMUAOHAO3

IIPEACEPAUI.
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Tab6anya 2. Ocrosnvie npusnaxn y 60AoHblT
¢ nopascennem cepiya npu cmapieckom amurondose
n AL-amunrondose [8]

CucreMHBIN AL-aMmuaoupo3
Ilpnsnaku CTapYecKum C IIOpaKEHUEM
amunoupos (18) cepaua (18)
[Ton (my>k) 18 11
Bospacr (rer) 3 57
IIporennypusa S, o
(meree 1 v/eyriu) OrcyrerByet 6 (33%)
Toarmaa MIKIT (M) 17,8 14,3
Toamumua 3CAK (M) 17,9 15,3
Cepaeunast Memnee bonee
HEAOCTATOYHOCTH BBIPAKCHHAS BBIPAKCHHAS
Hexkapananpnbie Orcyreryior MaKpOj'/\occwﬂ
[OPasKEHUS [oannerpomnarus
IIpoponskmrerbHOCTD 75 "
SKU3HU (Mec.)

B rabantie 2 ripepcTaBA€HBI AAHHBIE OAHOTO U3 KCCAE-
AOBAHMNIL, ITOCBAIIEHHBIX OCOOEHHOCTAM IOPasKEHUS
ceppia y 18 GOABHBIX CTapYECKUM aMHUAOUAO30M U
18 maruenTos ¢ AL-amunonpozom [8].

O6parjaer BHMMaHue, 4to, B ortandue ot AL-
aMMAOMAO3a, Y OOABHBIX C CEHMABHBIM CHUCTEMHBIM
aMMAOMAO30M OTMEYAETCS TOPAKEHUE TIPEUMYIIe-
CTBEHHO MY)KYMH OOA€Ee IMO3AHEr0 BO3pPacTa, OTCYT-
CTBYIOT BHEKaPAMAAbHBIC AMUAOUAHBIC ACTIO3UITUH,
uMeercs GOABITIAS TOAIIMHA MEKKEAYAOYKOBOI TIe-
PETOPOAKM U 3aAHEN CTEHKH ACBOTO >KeAypodka (1o
aarabiM Ix0KT'), MeHee Bbipa)keHHast ceppcyHas He-
AOCTATOYHOCTD 1 GOABITIAS TTPOAOAKUTEABHOCTD SKI3-
HU ITalTMEHTOB. EC]\I/I OPUEHTHPOBATHCA HA AAHHDBIC B
tabautie 2, 7o B moAb3y CCA TOBOPUAT MYKCKOM TTOA,
BO3pacT GOABHOTO (83 I), OTCYTCTBIE BHEKAPAMANBHBIX
IOPAKEHUM, TOATIMHA MEAKEAYAOTKOBOM ITEPETOPOA-
k1 (19 M) 1 crenkn AeBoro skeaypouka (19 mm). C apy-
IO CTOPOHBI, PACOBaAsT IPUHAAAESKHOCTD ITalfMeHTa 1
PEruoH HpoKuBaHuA penraior MaroBeposaTHbiM CCA, a
MEHbIIIasA [POAONKUTEABHOCTh 3a00A€BaHNA U BbIpa-
JKEHHAs CePACIHAA HEAOCTATOMHOCTb CBUACTEABCTBO-
Baam 6onbitie B 1oab3y AL-aMmunromposza. Opnaxo perta-
IOIMM OKa3aACHd PE3yAbTAT TUIIMPOBAHUSA aMIAOMAA
(yrounenve 6MOXMMUIECKOTO BapHUaHTa aMUAOUAO3A).
[To 3aknouenuio npodeccopa Kapeppbl TaTOAOITHeE-
ckort aHaromum [lepsoro MI'MVY um M.M. Ceueno-
Ba B.A. Bapiasckoro, aiocae o6paGoTKu rperiapaTon
II[EAOYHBIM I'YAHUAMHOM OKPACKa aMUAOMAHBIX MacC
COXpaHAAACh Yepe3 2 dFaca, 9To XapakrepHO Arsi AL-
aMmmuaonpo3ar. [ToBropHOE nccaepoBaHmEe TKAHEH 1T0Y-
KU ¥ TIeYeHN C OKPACKOM KOHTO POT aMHUAOMAA He 00-
HapyKNUA0. CAeAyeT TTOAYEPKHY T, ITO U30AMPOBAHHOE
MOpPaKEHME CepaLia IPU AAHHOM BapUaHTe aMUAOKAO-
3a HaOAOAaeTcst MeHee 1eM B 5% cay4aes [13]. Tparc-
¢opmanma rakoro BapuanTa B cucreMHyIo ¢opmy AL-
aMmraonpo3a He xapakrepra. C ydeToM 3Toro o6cyx-
AaeMblll caydann Al-aMmaonposa ¢ M30AMPOBAHHBIM

[MOPKEHUEM CEPAITA MOKET PAcCMATPUBATHCS Kak
ocobennocTh paHHoro Bapuanta AC y onmcaHHoro
OOABLHOTO.
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NCEBAOUH®APKT KAK MPOTHOCTUYECKMIA GAKTOP
Y MALMEHTOB C AL-AMWUJION/030M CEP/LIA.
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CLINICAL CORRELATES AND PROGNOSTIC VALUES
OF PSEUDOINFARCTION IN CARDIAC LIGHT-CHAIN AMYLOIDOSIS.

Zhao L.Li.J., Tian Z., Fang Q.

BgedeHue: nceBAoOMHPAPKT — OAHA U3 CaMbiX YacTbiX HaxoAoK Ha JKI y nauneHToB ¢ AL-amuiongosom cepaua. Liesbto
AAHHOTrO MCCeA0BaHNA ABM/IACh OLLeHKa MPOTrHOCTMYECKOM 3HAYMMOCTU «MnceBjonHpapKTa» M cooTBeTcTBUA DKI-
M3MEHeHWU KNMHNYeCKOW KapTMHe y naumeHToB ¢ AL-aMmniongosa cepaua.

Mamepuanbl u Memoosi: B nepuog 2010-2014 rogoB B uccnegoBaHme 66110 BkAOYeHO 110 NauMeHToB € yCTaHOBAEHHbIM
AmnarHosom AL-amunongosa cepaua v 6e3 aHamMHesa nweMmyeckon 6one3nm cepaua. MNaumeHTsl 6b1M pasgeneHsbl Ha gBe
rpynnbi: rpynna Ne1 (n=40) ¢ npusHakamu ncesgomHdapkTa Ha DKT, rpynna Ne2 (n=70) 6e3 npusHakoB nHdapKTa Ha JKT.
BceM naumeHTaM 6b110 NpoBeAEeHO KAMHUYecKoe obcnegoBaHne, DXOKT, nabopaTopHble aHanu3bl.

Pe3ynbmambi: y NnauneHToB ¢ nceBAouHbapKTOM 6binu BbisBaeHb 6onee Bbicokme NT-pro-BNP — 9131 nr/ma no cpas-
HeHWIo ¢ nauneHTamn 6e3 nceBgonHpapkTa — 4644 nr/mn, p=0,02. ¥ naumneHToB ¢ NceBAOMHPAPKTOM MO CPaBHEHMIO
C nauyueHTamm 6e3 nceBgoMHdapKTa 6K BbiABAeHb 60ablume pasmepsl /M (44 no cpasHeHuto ¢ 41 MM, p=0,03), 60-
nee BblpaxkeHHas runeptpodus /XK (Mexokenygoukosas neperopogka — 14 1 13 MM, p=0,005; 3agHas crenka /K 14 un
13 MM, p=0,01 cooTBeTCTBEHHO), 60s1ee HM3Kas ®B (50 no cpasHeHuto ¢ 58%, p=0,013). Take nceBgOMHPAPKT Gbin
accouMMpoBaH C HU3KMM BO/IbTaXKOM Ha JKT (70% npoTtue 38,6%, p=0,002), cMeLLeHMe nepexosHoii 30HbI BieBo (78,4%
npotus 43,9%, p=0,001), MeHbLlmii nHaekc Cokonosa-JlaitoHa (13 MM npotus 9 MM, p<0,001) 1 MeHbLuee OTHOLWEHWe
Bo/bTax/Macca Muokapaa (0,521 npotus 0,442, p=0,028). Mepwuog HabatogeHns cocTasua 39 Mecaues. bbiio BbisfiBAEHO,
4TO MPOAO/MKUTEILHOCTb XU3HW B rpynne nauMeHToB C NceBAoMHPAPKTOM cocTaBuaa 4 Mecala, Torja Kak B rpynne
6e3 nceBgonHdpapkTa — 17 Mecaues, p<0,001. MHoropakTopHbIi aHa M3 Nokasan, YTo GYHKLMOHaNbHBIA Knacc XCH u
nceBAOUHPAPKT ABAAIOTCA eJMHCTBEHHbIMU HE3aBUCMMbIMU paKTOpaMM pUCKa CMepTU naumeHToB ¢ AL — aMmaongo3om
cepaua (oTHoweHme puckos 3,16 npoTus 1,9 COOTBETCTBEHHO).

3aknrodeHue: BbiIfiBNEHME Y NaumneHTa ncesgovHdapkTa Ha DKI ABaseTCA NI0XMM NPOrHOCTUYECKMM $aKTOPOM Y MaLu-
eHToB ¢ AL — amniongo3oM cepaua.




