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CNYYAA NEPBUYHOIO AMUIIOUA03A C MOPAXXEHUEM CEPALIA U NEPUKAPAA B NMPAKTUKE

KAPOWOJIOTA

Hemko N. B.1, MenuHosckas Jl. l/l.1, MocuHa B.A.1, KpanowwuHa A. }0.1, [opaoeesa H. B.1, ConoBbeBa l/I.A.1, PssaHo A.E.”

B cTatbe onuncaH KAMHWUYECKUiA Cayyain NepBUYHOrO aMMaona03a C NOPaXeHNeM
cepaua v nepukapaa, NposBASIOWMIACS TAXENON, PE3UCTEHTHOW K NIEYEHUIO, CEp-
[le4HOW HefoCTaTO4YHOCTbIO. JleMOHCTpauUmus JaHHOrO KIIMHWMYECKOrO Ciy4as CBU-
[eTenbCTBYET O TOM, YTO AMArHOCTUKA aMMIona03a U BeAEHVE NALMEHTOB, CTPa-
Jaowmx aTm 3aboneBaHneM, NpeacTaBnseT coboit HEMPOCTYIO 3aaadvy B npak-
Tuke kapauonora. CBi3aHo 3T0 € ero peAKoi pacnpoCTPaHEHHOCTbIO, OTCYTCTBUEM
NaTOrHOMOHUYHBIX CUMNTOMOB B KJIMHUYECKON KAPTWHE U NPU NO3AHEN AnarHo-
CTUKE OTCYTCTBUEM LOMXHOr0 3ddekTa 0T NPOBOAUMOr0 COBPEMEHHOTO JIEYEHNS.
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CASE OF PRIMARY AMYLOIDOSIS WITH INVOLVEMENT OF THE HEART AND PERICARDIUM

IN CARDIOLOGY PRACTICE

Demko I. V.1, Pelinovskaya L. I.1, Mosina V. A.1, Kraposhina A.Yu.1, Gordeeva N.V.1, Solovyova I.A.1, Ryazanov A. E?

In the article, a case presented of primary amyloidosis of the heart and pericardium,
with severe resistant heart failure. That kind of case witnesses that diagnostics and
management of patients with this disease, is a complicated issue in cardiology
practice. That is related to its rarity, absence of key simptoms in clinical practice and
delayed diagnostics with lack of expected efficacy of modern treatment.
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AMuiiono3 — 3TO Tpymnna 3abojieBaHUii, OOIIUM
MMPU3HAKOM KOTOPBIX SIBJIICTCSI BHCKJIIETOUHOE OTJIOXKE-
HUE B OpTaHax U TKaHsIX 0co0oro bernka [3-hbudpuiuisipHoit
CTPYKTYpHI — amuitonzaa. [Ipm cucTeMHOM aMITOUIO03€
cepale SIBISIETCS JOMUHUPYIOIIMM OpraHOM-MMILIEHBIO,
TaKKe BCTpeYaeTCs M30JIMPOBAHHOE ITOpPaXKeHHE Cepilia
IIpY JIOKAIBHEIX (hopMax 3aboneBanus [1, 2]. CymecT-
BYIOT KOHKpETHBIC THITBI aMWJIONIa, OOJIagaloIne CIIe-
IU(PUIHOCTHIO K CEPIIY: aMITOUIO03 JISTKMX metneit (AL),
CCHWJIbHBIN CHCTEeMHBIN aMuiionmo3 (SSA) M ceMeHBIN
ammnounos (FAP) [3].

B Hacrosimiee BpeMs B CBSI3U ¢ BHEIPEHNEM BEICOKOUYB-
CTBUTEJIBHBIX METOIOB J1a0OpaTOpPHOM OUATHOCTUKU
(mMMyHO(DUKCAIIMS, OIpeAe/icHNe CBOOOTHBIX JIETKUX
mereil) aMWJIOMAO3 Cepalla BRIABISETCA damie [4, 5].
OmHako, yIUTBIBas HECIEIM(PUIHOCTE CUMIITOMOB 3a00-
JIEBaHMSI, MAIYIO HACTOPOXKEHHOCTD CPeIy Bpaducii B OTHO-
IICHUHW aMWIONA03a 1 TIOIMOPTaHHOCTh ITOPAXKEHMSI, CHC-
TEMHBI aMWIONAO03 W aMUJIOMIO03 CEpIlia, B YaCTHOCTH,
IIPOIOJDKAET OTHOCHUTBCS K TPYOHO ITHATHOCTHPYESMBIM
3a0o0seBaHusIM [4-7]. T1oaTOMY TIpH HESICHOI 1 pe3UCTCHT-
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HOM K JICYEHUIO XPOHUYECKOI CepleyHOl HEeTOCTaTOUHO-
CTH B cxeMy I depeHIMaTLHOTO TUAarHO3a CICIYeT BKITIO-
YaTh ¥ aMUJIOMIHOE TTopaxkeHue cepaua [4]. K coxanenmio,
Npyu TIO3MHEN AMArHOCTUKE OOIasi TSKECTb COCTOSIHMS
3TUX MALKUEHTOB HE TO3BOJISIET TTPOBOAUTL UM COBPEMEH-
Hoe 3¢ dekTBHOE JIeueHNe (MHTCHCHUBHAS XMMUOTEPATTHS
C TpaHCILJIaHTAllMe CTBOJIOBBIX KJIETOK, TpaHCIUIAaHTALMsI
OpPraHoB: cepila, MeYeH! Ui moyek) [5].

B cBs3u ¢ BbIlIeCKa3aHHBIM MPEACTABIISIETCS UHTE-
PECHBIM KJIIMHWYECKUM CIIy4all TIPUKU3HEHHOUW AWarHo-
CTUKHU NEPBUYHOIO aMUJIOUI03a C IMOPaXEHUEM cepaLa
W TIepuKapja.

Bonbhasg O., 1961r poxaeHus MOCTyIaja B TeYEHME
2016r B oTmeneHME KApAWOJIOIMK TPWKABL I[IpuamHOMi
TOCTIUTAIM3ALMU, KaK 4acToO ObIBaeT MpU MEPBUYHOM aMM-
Jiouzose cepalia, Obula KapTUHA CepAeYHON HETO0CTaTOUHO-
CTH, TIPOTEKAlOIasi B OCHOBHOM C TpU3HAKAMM MPaBOXKETY-
JIOYKOBOM HemOCTaTOUHOCTH. OCHOBHBIMMU KaJI00aMy 00JIb-
HOI ObLIM OfBIILIKA, YYBCTBO paclupaHusi B IPaBOM
noapedepbe, OTEKM HOT, KOMIOIIETO XapakTepa 00U B IIpe-
KapauanbHOM 00J1aCTH, He CBS3aHHbIE C Harpy3KoM, 1 TOJ10-
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Puc. 1. 9xokapavorpadus 6onbHoii O. MapacTepHanbHOE CeYeHVe NO AJMHHOM
ocu. MmnepTpodus Mmokapza neBoro xenynoyka. iunataums 1€Boro npeacepans.

Puc. 2. AnukanbHas YeTblpexkamepHas nosuuys. BeiaenseTcs peskas aunaraums
060UX NPeAcepani, TMNepTPOdGUS MEXKENYA04KOBOMN NEPeropoaku.

BOKpPYKEHHE, KOTOPOE BO3HUKAIO IPY BIM30[aX YacTOro
CHIDKEHUS apTepUaIbHOrO AaBieHus 10 90-85/60 MM pr.cT.
W3 aHaMHe3a U3BECTHO, YTO HA MPOTSDKEHUH MPEIbIIYILIETO
roga y 00JIbHOM peLIAMBUPOBAIA KIMHUKA DKCCYIATUBHOIO
MepUKApINTa, IT0 ITIOBOAY KOTOPOTo ObLIa IpOBeeHa CyOTO-
TajbHas pe3eKiys neprkapaa B KoHie 2015t Iepen onepa-
Lyeil 00JIbHOI ObLIa MPOBEAEHA IUATHOCTUYECKAS. KOPOHa-
porpadusi, ITO3BOJMBILAS HCKIIOYUTh HIIEMUYECKYIO
Oosie3Hb cepaua. Bo Bpemst omnepauyu XUpypru oOpaTviv
BHUMAaHKE U OIUCATN 3HAYUTEILHOE YMEHbBILICHUE B pa3Me-
pax IOJIOCTell IPAaBOrO M OCOOEHHO JIEBOIO KETyIOYKOB
U yBEeJIMUEHME Pa3MEPOB MPABOIoO IpeAcepausi. AHAIOIMY-
HbIe U3MeHEHUST (PUKCUPOBATNCH IBYKPATHO IPHU OIMMCAHUM
DxoKT 1o onepanyn: muiaTaiuys JeBoro npeacepays B “M”
pexuMe — 5,6 cM, B “B” pexume 5,5%7,9 cM, mpaBoro
npeacepausas B “M” pexmme 5,8 cMm, B “B” pexmme
6,0%9,2 cm. IlomocTy JIEBOTO U MPABOTO XKEJIyI04YKa He pac-

A b

Puc. 3 (A, B). A. ®parmenTbl 6uonTata nepukapaa. Okpacka KOHro-KpacHbIM.
B. ®parmeHTsl 6ronTata nepukapaa. Okpacka KOHro-KpacHbIM B MONSIPU30BaH-
HOM CBETE NPV NONSIPU3YIOLLIEN MUKPOCKOMUU.

mmpeHsl. COKpaTUMOCTD JICBOTO SKETYIOUKa YIOBICTBOPH-
TeNbHAsI. BBIABICHBI YTOMIICHNE MEXCKEITYIOUYKOBOM TIepe-
TOPOIKM M 3aIHEN CTCHKM JIEBOTO XKeJIyIouKa, HepaBHOMED-
HOE YTOIIICHNE TIepruKapaa 3a CYET IUIOTHOTO HaJIOKCHUS
dudprHa. CrcTommueckoe DaBcHUE B JISTOYHOI apTepri
35 mm pr.cT. CreNnaHo 3aKMOYEHIE O TMATHOCTUKE PECTPUK-
TUBHOI KapIMOMMOITATUH W 3KCYITATHBHOIO IIepUKapINTa.
Pe3ynbrar maTorncToormuecKoro MCCICHOBAaHUST TICpH-
Kappa IocjIe orepaii ObUT KpaTKUM: JTaHHBIX 32 OIyXOJIe-
BOM IIpoIlecc, CIemM(pMUECKOe BOCIAJICHUE IIeprKapIa
HE BBISIBJICHO. DTHOJIOTMYECKAsT IMPUIMHA PEeCTPUKTUBHOM
KapauoMuoONaTuM B Tiepron TocmuTamm3anuu B 2015T
He 00CYXmanach, IIEpUKAPIUT paclieHeH Kak IIPOSIBJICHIC
XPOHMYECKOI CepHeYyHON HEIOCTATOYHOCTH, IO ITOBOLY
KOTOpOIi 0OJIbHAST TIOTyYajia CTAHAAPTHOE JICUCHIE.

OubpmLISIINAS Ipeacepanii y 00JIbHON TUaTHOCTHPO-
BaHa 3a 8§ JIET IO MOSIBJICHWUS KIWHUKYW aMUJIOWI03a
1 HOCUT ceMelHbIi XxapakTep. Eil ctpagaer math 00J1b-
HoOI, Opatr m cectpa. B 2009r OGompHOM IIpoBemeHa
nMmmantauusgs DKC Philos SR, mocimegnue nsa roga
OoJIbHAS TTOJTy4YaeT BapdapuH.

B nepuon Bropoii rocnutanusauuu B ampeiie 2016
0oJIbHAS ITPEIBSIBIISIIA 3KaJI00bI Ha BEIPAXKCHHYIO ONBIIIKY,
MAaCCHBHEIE OTEKM HOT, cl1abocTh. CocTossHUEe OONBHOM
OBLJ10 TSEKEIBIM. [1pu ocMOTpe — KoxKa yncTasi, OObIYHOM
OKpacKH, OTEK! HOT IO YPOBHS KOJICH, TTepruepUIeCKIe
JMdaTHIeCKUe Y3JIbI He YBETNICHEI, OIIPEACIISICS YMe-
PCHHO BBIPAXXCHHBIM acCIUT. ApTepHallbHOC IaBJICHUE
90/60 MM — 84/58 MM pr.cT. TOHBI cepalia pUTMUYHBIE
C 4acToToi 76-82 B MUHYTY, IIYMbl HE BBICIYIIMBAIUCD.
YacTora OBIXaHUS B MOJIOXCHUN CUAS — 24 B MHHYTY.
[IputyrieHre IepKyTOPHOTO 3BYKa Hal HIKHUMH OTIE-
JIaMH JIETKUX C OOCHX CTOPOH, 3[eCh XKe OcCabIieHUe
BE3UKYJISIPHOTO ObIxaHWs. IlampmmpoBajiach IICYCHD,
BBICTYIIAsl Ha 5-6 cM HIKe Kpast pebepHOil AyTy, IJIOTHO-
3JIaCTHYECKOM KoHcucTeHIMU. Celle3eHKa He MaIbIIApO-
Bamack. Ilo pesynabraTaM HEBPOJOTHMIECKOTO OCMOTpa
MAHHBIX 32 IepU(PepUICCKYI0 HeMpOonaTHio He ITOIyIeHO.
COD — 8 mM/uac, aeitkouutbl — 4,88 x 10*9/1; aputpo-
mute 4,41 x 10%12/71, Hb 130 r/n. AHamu3el Mouu 6e3
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IMaTOJIOTUH, TTOKa3aTeJI a30THCTOrO0 OOMeHa HEe M3Me-
HeHbl. DKI' — put™m KapmmoctuMmyaTopa. Ha mpotske-
HUU BCETO TEPHOIa XOJITEPOBCKOIO MOHUTOPHPOBAHMS
PEeTUCTPUPOBAICA PUTM 3JICKTPOKAPIUOCTUMYISITOpA
¢ vactortoir 69-85 ym./MuH., cpenHss dacrora — 70
yI./MUAH. DXoKapauorpadus ITOBTOPHO 3adUKCHpoBaia
BBIPAXKCHHYIO OWJIATALINIO OOOMX TIPEOCepOMii, THUTICP-
TpodHUI0 MEXKETyIOUYKOBOM IIEPEerOpPOIKH, BIICPBBIC
oImriCaHa HEOTHOPOOHAS “3epHUCTAs CTPYKTypa” MHMO-
Kkapma (puc. 1, 2). Y3W BHYTpeHHMX OPTaHOB BBISIBIIIO
VBeIMYCHHE B pa3Mepax IeYeHU, HaJTUdre HeOOJBIIOTO
KOJWYEeCTBA JKUOKOCTH B IIJICBPAJIbHBIX ITOJOCTSX
1 OPIOIIHOM ITOJIOCTH, CITICHOMETAJIUS He OITMCaHa.
Bbeumn  mIpoBemeHBI MCCICHOBAHMS, IT03BOJIMBIINE
HCKITIOUNTD TaK¥e TIPUIMHBI PECTPUKTUBHOI KapIOMIO-
MMaTUX KaK TeMOXPOMaTo3 (HOPMAaJIBHBII YPOBEHB CHIBOPO-
TOYHOTO Xene3a, (heppUTUHA, OTCYTCTBHUE CIICIIM(IICCKIX
M3MCHEHUM KOXM, IIEYCHN), CAPKOMI03 (OTCYTCTBUE JIMM-
doaneHomarumn), dome3Hs Jleddiaepa (OTCyTCTBHE THIIEP-
503MHOGMWIBHOTO CHHIpPOMA), CKiIepomepMmus. bBputo
pelIeHO OOpaTUThCS B IIATOJIOTOAHATOMUYECKOE OI0pO
C IIPOCHOOI TTOTHATH U3 apXHBa OCTABJICHHEIC ITOCTIC OTIepa-
K 4 MUKpOIIpenapara M IIPOBECTH LeJIEHAIIPaBIEHHO
WCCIICIOBAaHMS TSI TTIOATBEPKICHIS aMIUIONI03a. MUKpO-
CKOIMMYECKOE HCCIICIOBAaHNE ITPOBOMMIOCH ITOCIIE MOTION-
HUTEIIBHOM CEJIGKTUBHON OKpAaCKM TIperapaToB KOHTO
KpacHBIM B TOJIIPU30BaHHOM cBeTe. 3akmoueHne: “IIpe-
IMapaTbl XOpOIIero KadecTBa. B IpencTaBlIeHHBIX CTEKIIaX
CepHiTHBIC Cpe3bl TKAHM TIepHKapIa ¢ BRIPasKCHHBIMI pac-
CTPOHCTBAMH KPOBOOOPAIICHNUSI, YMEPECHHBIMU CKIICPOTH-
YeCKMMU WM3MEeHeHUSIMU. Ilom MesoTenmeM OTMedaeTcs
OTJIOKECHNE TOMOTECHHBIX OC3BSIEPHBIX 303MHOMDMIBHBIX
Macc, TP OKpacKe KOHTO POT BBISIBJICHO OKpAIIMBaHME
JTAHHBIX MacC B KMPITMYHO-KPACHBIH 11BeT. I1pu nccaenopa-
HHH TEX K¢ YIACTKOB B MOISIPU30BAHHOM CBETE OIMICAHHBIC
OTJIOKEHUSI JEMOHCTPHPYIOT CBEUCHNE SIOJIOUHO-3€JICHOTO
cBeTa. 3aKIIIOUCHUE: TTOJIOXKUTEIBHBIC PE3YJIBTATHI JOTION-
HUTCIBHBIX HWCCIICHOBAHUI TIO3BOJISTIOT BEICKA3aThCS
B II0JIB3Y TMATHOCTUKY ammtonmo3a” (puc. 3). OTcyTcTBHe
XPOHNYIECKOTO BOCHAIUTEIIEHOIO TIPOIIECcCa, OITYyXOJICBOTO
Tporiecca, IIPU3HAKOB MUEJIOMHOM 00JIC3HM (TIpU LIMTOJIO-
M1 KOCTHOTO MO3Ta IDIa3MAaKJIeTOUYHON WHMWIBTpAIIAN
HE BBISIBJICHO) TIO3BOJIMIIN UCKITIOYNTH BTOPUIHBIN aMILIO-
W03 ¥ MUEJIOMHYIO 0OJIC3Hh I OCTAHOBUTBCS Ha AWATHO-
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CTUKE MEPBUYHOTO aMWJIOWI03a, KaK MPUYMHBI PECTPUK-
TUBHOM KapOWOMUOIIATUM M TOpaXCHMS TIIepuKapma.
Ho u camo kimmHMYIecKoe TeueHrne 00Ie3HM, ITPOTEKAoIIIee
WM30JIMPOBAHHO C TMOPaKeHUEM Cepalia 1 IepruKapaa, ObIIo
TUTTMYHBIM TS TIEPBUYHOTO aMIUIOMI03a. 3aKITIOUNTEITh-
HbI AUarHo3 ObLT CPOPMYJIMPOBAH CIEAYIOIIM 00pa3oM:
CHCTEMHBII1 TTePBUIHBIN aMILUTOMIO3 C TIOPaKEHUEM CepIlia
1O TUITy PECTPUKTUBHON KapaIMOMHONIATHH, IIeprKapma
C KIIMHUKOU PeIMANBUPYIOIIETO SKCYIATUBHOTO TIepUKap-
muta. ®oH 0OoNe3Hn — uaMoIaTdecKas (pUOPVIIISIIS
TIpencepauii, moctossHHasI (popma. OCIOXHEHUE — Ccepacd-
Hasl HemocTaTo9HOCTh, ctamust 2b (NYHA, 111 @K).

Hagato mpoBemeHne Kypca ITOIMOXMMUOTEPAITUN
IO caMoOil pacIpOCTpaHEHHON CXeMe JICUCHUST ITePBUY-
HOro amwiomuosa: mporpamma MP (mendanaH B gose
9 Mr/M2 (ankepan 0,002 mo 2 Tabierku 3 pas3a B JICHB),
¢ 1-To o 4-i1 mHM Kypca JIedeHus + mpeaan3010H 100 mr
BHYTPB (W1 IeKcaMeTa3oH 20 MT B/B KamellbHO)) — 1 pa3
B 4 Hepenu. bonbHasI mepeHeca XOpoIIo 2 Kypca JICUeHUS
¥ ObIIa BBINMCAHA C peKOMeHmalueil oleHKM 3¢hdeKTa
TeparuH I1ocjie 3-To 1 4-To KypcoB Tepaliy B aMOyJIaTop-
HBIX ycaoBUsIX. OMHAKO YIIyUYIICHUS B TCICHUHN 3a00J1eBa-
HUS He IPOU30IILIIO U Tocie 4 Kypca JIeUeHUsI cepaeTHasT
HEIOCTAaTOYHOCTh HEYKIIOHHO IIporpeccupyeT. boibHas
OblIa BHOBb TOCITMTAJIM3NPOBAaHA IS IIPOBEICHMS Tepa-
MU CEPACTHON HEAOCTATOYHOCTH C BKIIFOUCHHNEM B JIeUe-
HHE aKTUBHON TepaIlnyl TUyPETUKAMU.

B 3akirroueHMe TTOAYEpKHEM, UTO TIEPBUIHBIN aMHIIO-
W03 C TIOpakeHNEM CEepIlia SIBIISICTCS TSLKEIO0H MMaTojIo-
TUeil ¢ BBICOKMM YPOBHEM JIeTAIbHOCTH. Ero OYeHB
TPYAHO IMATHOCTHPOBATh W JieunTh. Hamboiee 1eHHBIM
¥ O0BEKTUBHBIM METOIOM TUATHOCTHUKM SIBJISICTCS OMOTI-
CHsg W WCCIeOOBaHME THCTOJIOTHUYECKOTO MaTepuaja
OPTraHOB U TKaHEH ¢ OKPACKOil KOHTO KPACHBIM C ITOCTIC-
OVIOIIAM WCCIIEIOBaHWEM B IIOJSIPM30BAaHHOM CBeTeE.
CremyeT TOMHUTH, YTO BCE MAIMEHTHI C KapaUaIbHOM
MaTOJIOTUEM, MpOTEeKalolleld ¢ KIMHUKON CepacuHOM
HEIOCTaTOYHOCTHU HESICHOI 3THOJIOTHH, TPEOYIOT IIPOBE-
IeHUS TTOJTHOLICHHOM 1 depeHINaTbHON TNarHOCTUKA
C BKJIIOUEHUEM B TJIaH OOCJIENOBAHUS MMPU HEOOXOINMO-
CTH ¥ CTOJIb PEAKOM ITaTOJIOTUM KaK aMWJIONI03 Cepalla,
MOAPOOHOTO OOCIICIOBAHUS C IPUMEHECHNEM COBPEMEH-
HBIX HanboJIee T0Ka3aTeIbHBIX IUIST TMAaTHOCTUKI aMUJIO-
HII03a METOIOB MCCIICIOBAHMS.
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