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Case reports

The article deals with the case of primary systemic amyloidosis with a clinical picture of congestive heart failure
refractory to symptomatic therapy. For a long time the patient’s diagnosis was hypertrophic cardiomyopathy due
to thickening of the myocardium by echocardiography. The diagnosis of AL-type amyloidosis was verified on the
basis of myocardial biopsy using histological and immunohistochemical methods. Despite starting the patho-
genetic therapy, the patient died six months later, two years after the first symptoms of the disease. This clinical
case attracts attention of physicians to the problem of differential diagnosis of hypertrophic cardiomyopathy,
which will provide early diagnosis and pathogenetic treatment of primary amyloidosis.
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Bgenenue

«AMMIONI03» — TEPMUH, OOBEAUHS IO
rpynny 3abojieBaHUI, XapaKTepU3YIOLIUXCS
BHEKJIETOYHBIM OTJIOKEHMEM HepPacTBOPUMBIX
MaTOJOTUYECKUX (QUOPUIISIPHBIX OEJIKOB
B opraHax u TKaHsX. Kak m3BecTHO, BBIACISI-
IOT HECKOJbKO (PopM aMUI0MA03a, KOTOPbIE
pa3auMyalTcsl Mo TUIY aMWIOMAHOro Oeska.
IlepBuuHbIii cucteMHblii AL-amunounos
(AL-A) aBasiercs cieacTBUeM MOHOKJIOHAb-
HOI TMPOAYKIIMU TIJIa3MaTUUYeCKUMU KJIeTKa-
MU JIETKUX Leneid MMMYHOrJIo0yauHoB [1].
Jo nocnenHero BpemeHu AL-A cuuTajcs pej-
KM 3a00JIeBaHMEM, OTHAKO YCOBEPILIEHCTBO-
BaHME TUArHOCTUYECKUX TEXHOJIOTUIA B M-
LIMHE B MOCJIeAHUE TObI IPUBEJIO K TOMY, UTO
JTaHHasI TIaTOJIOTUS BHIABJISIETCS Bee vaiie (10
8 cayyaeB Ha 100 000 HaceneHus B rox) [2].
Jlnst aToi (popMbl aMUJIONI03a pa3paboTaHbl
nepBbie 3PHEKTUBHBIE TPOTPAMMBI JICUEHMUS,
KOTOpPBIE TPOAOJIKAIOT COBEPIIEHCTBOBATHCS
[3], B cBSI3u ¢ ueM mpobyieMa paHHei JuarHo-
CTUKMU 3a00JieBaHUsI MpHUOOpeTaeT 0COOYIO aK-
TyaJIbHOCTb.

TpynHoctu auarHocTuku AL-A cBsi3aHBI
¢ TeM, 4To 00Jie3Hb B TOAABJSIOIIEM YHUC/e
HaOJIIOIEHUII HAauMHAeTCsl ¢ Hecreuuduuec-
KX CUMIITOMOB U Jajiee pa3BMBaeTCsI B BUIC
CUCTEMHOTO IMpoliecca ¢ paszHOoOpa3HOU
CUMNOTOMATUKOM, KOTOpasl ONpeaessieTcsi Bo-
BJICUCHMEM B IMAaTOJOIMYECKUI Mpouecc Tex
win uHbIX opraHos. [Tpu AL-A cepale nopa-
Kaerca B 75% ciy4daes, IOYKH — B 65%, 1e-
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yeHb — B 15%, msarkue Tkanu — B 15%, mrepn-
¢depuyeckass u/WiM aBTOHOMHAas HepBHas
cuctemMa — B 10% [4].

[Ipu oTnoxeHMM amMwiIonaa B MUOKapie
pa3BUBAIOTCS pa3jIMyHbIe HapyLIEHUS pUTMa
U TPOBOAMMOCTH, POTPECCUPYIOLIAS XPOHU-
yeckasl cepaeuHasl HegpoctaTouHocTh (XCH),
YyeMy MOTYT IPeAIIecTBOBATh 06CCUMITOMHBIE
M3MeHeHUs Ha 3jekTpokapauorpamme (DKI)
B BUJE CHIDKEHUS BOJIBTaXka 3yOI110B. DX0OKap-
nuorpaduyeckoe ucciaegopanue (OxoKI') BbI-
SIBJISIET YTOJILLEHME CTEHOK MUOKapaa, MpU3Ha-
KM PECTPUKTUBHOI KapauoMmuonatuu [5—8].

Jns AL-A xapakTepeH MOBBILIEHHBIN ypo-
BeHb MOHOKJIOHAJIbHBIX UMMYHOTJIO0YJIMHOB
Mpu UMMYHOBJIEKTpodope3e OEIKOB ChIBO-
POTKM KPOBU M MOYM (J1sIMOIA- WU pexe —
Kamnra-1emnu); yMepeHHOoe MOBBIIIEHUE KOJK-
YyecTBa TUla3MaTUYECKUX KJIETOK IO JaHHBIM
nccienoBaHus OuonTaTa KOCTHOTO MO3ra.
JlmarHo3 rmoaTBepKaaeTcs pe3yabraraMmu 01o-
ICHMU OJTHOTO 13 MOPAaKEHHbBIX OPTaHOB IOC/Ie
OKpallMBaHWsl OMOMNTaTa KOHIO-KpPacHBIM
Wi TMoaaBuHOM (TI0JIydaroT crieuuduuec-
KO€ SI0JIOYHO-3€eJIEHOe CBeUEHUE B MOJISIPU30-
BAaHHOM CBETE) M TUITMPOBAHUS aMWJIOUAA
B OMOICUITHOM MaTepuajie ¢ UCIOJb30BaHUEM
MOHOKJIOHAJIbHBIX aHTUTEJ K OejJKaM-mpen-
IIeCTBEHHUKaM aMuiouaa (MMMYHOTHCTOXM-
Muyeckuit Mmeton) [3].

[TpogomKUTENbHOCTh KU3HU OOJIbHBIX
¢ cumnromamu XCH mpu AL-A 1ipu oTeyTCT-
BUM MATOTEHETUYECKOW Teparuu COCTaBJISIET
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BCEro HECKOJbKO MecsiieB. Ilocnennue uc-
cJemoBaHUs TTOKa3ad, YTO 4-JIEeTHSIST o0Iast
BbIKMBaeMOCTb 0o0JibHBIX AL-A Ha ¢doHe
XUMUOTepalnuy KoJieOJIeTCsT B IIpenmeliax
40—60%. OnHaKO IMpYU HATUIUU TSKEJIbIX He-
00paTUMBbIX UBMEHEHUI B MUOKap/1e MpruoIn-
3uTebHO 30% MalMeHTOB YMHUPAIOT B Teue-
HME | roga HECMOTpSI Ha COBPEMEHHOE Jieue-
Hue. D¢ GEeKTUBHOCT Teparuu CyIIECTBEHHO
3aBUCUT OT CTaIMM Ipoliecca U HEBBICOKA, €C-
JIM K Havajy JIeYeHUs y>Ke UMEIOTCS TTOJIMOP-
raHHbIe TTOpaXkKeHUs U pedpakTepHas cepied-
Hasl HeIOCTaTOYHOCTb [4].

Onucanue ciayyas

ITauuentka II., 55 ger, mocTtynuiaa
B KapAuOJOTrMyeckKoe OTAeJICHUE KIMHUKHU
C3I'MY um. N.1. MeuHukoBa ¢ SIBACHUSIMU
ouBeHTpukyasipHoit XCH pnst yrouHeHus
JMarHo3a v BbIOOpa TaKTUKU JedeHus1. Cpeau
’Kano0, KOTophle TpenbsaBisia MalueHTKa
MpU MOCTYIUIEHWU, ObUIM XapaKTepHbIE IS
o6oabHOro ¢ XCH: BeIpaxkeHHast oO1as cia-
00oCTb, HegoMoOraHue, ObICTpasi yTOMJse-
MOCTb; OJbIIIKA TP MUHUMAJIbHOM (hu3nye-
CKOM Harpys3ke, YCHJIMBAaBIIAsICS B IOJIOXKE-
HUU JIexXa Ha JIEBOM OOKY; CyXOM Kallleslb 10
HoOYaM; OTEKM HMXKHMX KOHEYHOCTEH, yBeau-
yeHue B o0beme kuBoTa. Hapsimy ¢ THIUYHbBI-
MU XajobaMu oOpalliajii Ha ce0s1 BHUMaHUe
HexapakTepHble w1 XCH: nmpegodMopouHbie
COCTOSIHUSI, OOMOPOKM, OCOOEHHO MpU Ha-
KJIOHAX TYJIOBUILA, MPUCEAAHUU; MPUCTYIIbI
BHE3aMMHOT0 yAyIlbs Ha (pOHE MOJHOTO OJ1aro-
MOJIy4Msl; HEMHTEHCUBHBIM KOXHBIN 3y BCEX
yacTeil Tesa; yMepeHHasi CyxoCThb BO PTY U Ie-
PUOINYECKH MOSIBIISIONIASICS TOIITHOTA, HE CBSI-
3aHHAasl C TIPUEMOM ITUIIIHN.

ITauueHTka onuchiBajla Takxe 0o0Ju
B IPYAHOI KJIETKE HEAaHTMHO3HOTO XapakTepa:
TyMble HOIOLIME JIUTEIbHbIe OOJEBbIE OILY-
IIEHUSI B JIEBOW IOJOBUHE TPYAHOU KIETKHU
0e3 cBI3U ¢ (PU3MYECKOU Harpy3Kou u 3Mo-
LIMOHAJIbHBIM HAMPSLKEHUEM C Mppaavdanueit
B JeBylo pyky. IlepeHeceHHble WHGAPKT
MUOKapAa M MHCYJIbT oTpuuana. Ha mpots-
JKeHUM XU3HU apTepuaibHoe aapiaeHue (A/l)
obuto B mpenenax 110—120/70—80 MM pT. cT.

KimHmyeckwme ciaydaun

B mocnemnue 2 roma mepen rocnuTanmia-
LIMeH malreHTKa oTMeyala TeHAEHIUIO K TH-
MOTEH3UU.

U3 anamueza. Cunurtaetr cebs OOJIbLHOI
¢ 2007 r., xoraa Ha TPO(UIAKTUIECKOM OCMO-
Tpe ObUIO BBHIABICHO YyBEJIWUYEHUE IIIUTOBUII-
HOI >xeJjie3bl. HeckosbKo JieT Habstomanach
y sHpokpuHosora. C 2012 . B CBSI3U C BBISIB-
JICHHBIM TUIIOTUPEO30M MPUHUMAJIA 3aMeCTU -
TeJbHYIO Tepalulo ¢ PeryasspHbIM KOHTPOJIEM
TUPEOUTHOIO CTaTyca, KOppeKLUe T03bl Jie-
BOTUPOKCHUHA U YAepXKaHUEM 3yTUPEeOo3a.

3a 2 roma A0 HACTOSIIEH TOCIUTATIU3alun
MOSIBUJIMCH HApPYLIEHUs PUTMA CEpALa B BUIE
NapoKCU3MoOB GUOPUIALUM MOpeacepauit
(®I1), koTOphIc OOMbHAS OLIYIIAIA KaK BHE-
3aITHOE BOBHUKHOBEHME YUalllEeHHOTO Ceplie-
OueHus U TosiBieHue ooliei ciadoctu. B Te-
YeHHUE OTHOTO rojia 0bUI0 YeThIpe MapoKCcU3Ma
C MHTepBajoM IpumepHO B 1,5—2 mec. OHu
ObUIM 3apErMCTPUPOBAHBI U KYTIUPOBAHbI Me-
JUKAMEHTO3HO OpuUramoil CKOpoil MeauIIMH-
ckoit momoitu. ITpoTuBOpeLUIUBHON aHTU-
APUTMMYECKON M AHTUKOATYJISTHTHOM Tepa-
nuu 00JbHAs He Tojyyana.

Hauano nosiBneHus nmpe- 1 CUHKOIMAaJbHbIX
COCTOSIHMI MalMeHTKa 3aTpyaHsach Ha-
3BaTh. B 3amucgax amOym1aTOpHO KapThl
B IOCJIEOHMU ToA TIeped TOCIUTaIU3aluen
BIIEPBbIE OTMEUYEHBI KajJ00bl Ha MpenoOMo-
POYHBIEC COCTOSIHMSI, IIPU OTOM CBSI3b C Hapy-
LIeHUSIMU pUTMa He yKaszaHa. Cama OoJsibHast
pacckasbiBaja, 4TO IEepUOIMYECKHU <«Ilajgaja
B OOMOpOK» M ollyllaja HpeaoOMOpOUYHbIe
COCTOSIHUSI, KOTOPBIE TTPOBOLIMPOBAJIUCH PE3-
KUM W3MEHEHHUEM TOJIOXKEHUS TYJOBMIIA,
MPEUMYILECTBEHHO IPM HaKJOHax BHEpe.
Bce aT0 mpoucxoamsio Ha ¢oHe CTaOWIb-
Horo AJl, KoTopoe He TOBBIIIANOCH OoJiee
120/80 MM pT. cT., a yalle HaOI0OIATOCh
B npeneiax 90—110/60—70 Mm pT. cT.

ITpumepHoO 3a roa 10 HACTOSIIIECH TOCTIUTA-
JIN3allUU BIIEPBbIE CTATU MOSIBASITHCS MPU3HA-
kn XCH: opapliika, cyxoil Kaileiab, 0OOIIas
c/1aboCcTh M ObICTpasi YyTOMJISIEMOCTb, OTEY-
HOCTb HMXXHHUX KOHeuyHocTei. ITpu DxoKI,
MPOBEACHHON B 9TO BpeMsl, Obla BbISBICHA
CUMMETpPUYHAs TUIepTPOdHs CTEHOK JIEBOTO
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xenynouka (JIK) m Bepxymku (mo 18 Mm),
dpakuusa Beiopoca (PB) JIXK — 59%; Hapy-
IIEeHUST JIOKAJIBHOM COKPAaTMMOCTH HE OIIpe-
NIeJISINCh, pa3Mepbl KaMep cepalla ObLIM HOP-
MaJIbHBIMU.

Asnennss XCH nmoBOJABHO OBICTPO MPO-
IPEeCCUPOBANIN: YBEJIMUMIACh YACTOTA TIPUCTY-
OB YAYIIIbsI, OJBIIIKA CTajla OECIIOKOUTDH P
MUHUMaJIbHOM (DU3NYECKON Harpys3ke, Ha-
pocia ci1abocTh, OTEKH HIDKHUX KOHEUYHOC-
Teil, yBeJIUUMIICS B 00beMe KMBOT, ITpU (DJTI0-
oporpacgun ObUT BBISIBJIEH MPaBOCTOPOHHUM
rugporopakc, nfoxoausiuuii 1o VIII pedpa.

ITo noBoxy XCH mauueHTKa HEOAHOKpAT-
HO IIPOXOMJIa CTallMOHAPHOE JICYeHHE T10 Me-
CTY >KMUTEeNbCTBa, IIOJlyyajla MOYETOHHBIE,
MIPUMEHSIJICSI TOPAKOILIEHTe3 C JiIeYeOHOM MU
JIMarHoCTUYecKou 1enbto. Ha hoHe npoBoau-
MOIl IHYpEeTUYECKOl Tepaluu COCTOSTHHE
KpPaTKOBPEMEHHO YIIy4Ilanoch. B ¢Bsi3u ¢ ru-
IPOTOpaKCcOM OoJIbHasE oOcjiemoBaHa B TyO-
nucrnancepe (pudpoOpPOHXOCKOMUsI, UCCIEI0-
BaHME IMyHKTaTa TJIEBPATbHOU KUIKOCTH) —
TyOepKyae3 KakK MpUInHa pPeUUuIUBUPYIO-
IIEero TUApOTOpaKca ObUT MCKIoueH. [ajee
IIPOBOAMJICSI OHKOIIOMCK: BCE OHKOMAapKephl
OKa3aJluch OTpULIATEJbHBIMU 3a MCKIIIOYe-
HueM CA 125, ypoBeHb KOTOPOTO COCTaBUJI
302,93 en/ma (ipu HOopMe mo 35 em/mi).
Ho HM onyH MHCTpYMEHTAIbHBIN METO T1a-
THOCTUKU: (pUOPOKOJIOHOCKOIUS, 330¢harora-
CTPOIYOJICHOCKOIIHS, YIBTPa3BYKOBOE HCCIIe-
JIOBAHUE OPTraHOB OPIOLIHONM MOJOCTU U TI0-
YeK, a TaKKe YJIbTPa3ByKOBOE MCCJEIOBaHNE
MaJIOrO Ta3a, BHICKAOJMBAaHME MATKM, ITyHK-
IIWST 3aTHETO CBOJA BJIarajuiia ¢ THUCTOJIOTH-
elf — MaHHBIX 32 OHKOIIATOJIOTMIO HE BEHISBUIL.
IIpruuna cnaboctu, Hemomoranus u XCH
ocTaBajlach HesicHOU. Bmecte ¢ Tem npu mo-
BropHOIt Dx0KI (BbIMOIHEHHOI Yepe3 11 Mec
Iocjie TIEPBOIi) oTMeuaaach BbIpaKeHHasl T1-
neptpodust neBoro xenynouka (I'JIK) ¢ yromn-
IIeHNEeM CTEHOK MUOKapaa g0 20 MM, CHIKe-
HUe OOIlIeil COKpaTUTEJbHON CIOCOOHOCTHU
MuoKapaa 10 41% rpu OTCYTCTBUM 30H Hapy-
IIEHUST JIOKAJIbHON COKPAaTUMOCTH, AMJIaTa-
IIUST JIEBOTO TIPEACEParsi, MUTpaIbHas peryp-
rutanuys 1l cr., TpuKycnmmaabHast peryprura-
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uust I-II cr., naBjieHue B JIETOUYHOM apre-
puu (JIA) 25 MM pT. CT., KUIKOCTb B T€pU-
kapae g0 0,2—0,3 cm.

B 310 BpemMs Ha OCHOBaHMM aHaMHe3a
U JaHHbIXx OxoKI ObLT MocTaBiaeH AMarHos
«TurepTpodruIecKas KapauOMUOIIATHUST».

BombHas momygana: sepormpos 100 mr/cyT
(srutepeHoH 50 MT/CyT B TeUeHUE MOCIETHUX
3 Mec), kjgonumorpena 75 Mr/cyt, JIeBOTH-
pokcuH 100 mxr/cyT, nurokcus 0,25 mr 1 pa3
B JIBa OHS, eXeHenelibHas mo3a (ypocemuaa
BapbMpPOBAJia B 3aBUCUMOCTHU OT CTEIIEHU BbI-
PakeHHOCTH OTEYHOTO CMHIpOMa, HO He 0o-
nee 40 Mr/CyT.

DNUAESMUOIOTUYSCKUN U aJIeprojaornde-
CKMIA aHaMHe3bl CITOKOlHbIe. [TanmeHTka oT-
Meuajia, YTO MaTh CTpajaja OT «apUTMUM».
BoawHas HUKOrma He Kypwiia, ajJKOTOJbHBIE
HaIIMTKY TT03BOJIsIa ce0e B yMepEHHOM KOJIH -
YecTBe U HevacTo. Hapkormueckue cpeacTsa
HUKOT/Ia He yIoTpeOoIsiia.

M3 anamHe3a XM3HU OOpallajio Ha ceo0s
BHUMaHUE IIUTEIbHOE BO3IECTBHUE IIEJIOTO
KOMILIeKca Mpo(ecCOHATbHBIX BPETHOCTEH.
B teuenue 17 net npopaborana 103UPOBIIU-
KOM Topsi9ero Bo3Bpara B METaJUIypruuecKOM
lexe, Tae MoaBeprajach BO3ACHCTBUIO TaKMX
BpPEIHBIX TTPOU3BOJACTBEHHBIX (PAKTOPOB, KakK
BBICOKAsT TeMIiepaTypa, AJECUHXPOHO3, IbLIb,
KOKC, pyna, pusmdeckue Harpy3ku. Ho mpo-
(beccrOHANBHBIX BPEAHOCTEH MO METUIIMH-
CKUM JOKyMeHTaM He uMejia. He paborana
nocijienHue 2,5 roaa.

ObsexmueHblii cmamyc: 001lee COCTOSIHUE
CpelHel CTeIIeHM TSKECTU, CO3HAHME SICHOE,
MoJIoXXeHue akTuBHOe. KOXXHBIE TOKPOBBI
JKEJITOBAaTOM OKPACcKM, OTMEYaloTCs Ha KOXKe
JINIIA COCYIMCTBIC 3BE3M0YKM, MHOTOUMCIICH-
HbIE pacuechl Ha CIIMHE U pyKax, aKpoIIMaHO3,
IMaJIBLIBI PYK ¥ HOT XOJIOAHBIC Ha OLIYIIh; YMe-
peHHasl OTEYHOCTh JILA, CTOM U ToJIeHEeH 10
HukHel Tpetu. AJl cripasa 105/75 MM pT. CT.,
caeBa — 95/70 MM pT. CT., TIyabC 78 yi/MuH,
pATMUYHBINA. TOHBI cepaua NPUIIYLIEHBI,
PUTMHMYHBIC, ITYMBI CEPIILIa He OIPEeACIITIOTCS.
[Tpu nepKyccuu JIETKUX IPUTYIICHUE B HIK-
HUX OTHeJiaX, OoJjblie crpaBa. [1pu aycKyib-
TallMU JIETKUX AbIXaHHWE KECTKOE, OCJIabJIeHO
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Puc. 1. Dnekrpokapauorpamma 60yibHOI I1., BbIMOJHEHHAs B KIIMHUKE:
a — CTaHIapTHBIC OTBECACHMA 06— YCUJI€EHHBIC OTBCIACHUAA; 6, ¢ — I'PYAHBIC OTBEACHUA

Fig. 1. Electrocardiogram of patient P. performed in the hospital:

a — standard leads; b — reinforced leads; c, d — chest leads

B HVDKHUX OTIEax ¢ 00erx CTOPOH. A3bIK Ma-
JIMHOBOTO 1IB€Ta, YBEJMYEH, C OTHeYyaTKamu
3y00B. ZKMBOT yMEpPEHHO yBEJIUYEH B pa3Mme-
pax 3a cyeT MOAKOXHO->KMPOBOU KJIETYATKH,
0e300J1e3HEHHBIN MPY NaJibIIallM1 BO BCEX OT-
nienax, TpU3HakKd ymepeHHoro aciuta. Ile-
YeHb BBICTYIAET Ha 2 CM U3-TI0A Kpas pedep-
HOI Iyry, Kpai IeYeHU YMEPEHHOM IMJIOTHOC-
TH, MMOBEPXHOCTb NeveHu riankas. CeneseHka
He yBeaudeHa. [Touku He manbnupytores. [1o-
KOJIAYMBAHUE T10 MOSICHULIE O€30071€3HEHHOE.

B xiiMHMYeCKOM aHanu3e KPOBU OTKJIOHE-
HUI OT HOpMBI He ObLT10. B Groxumuueckom
aHaJIM3e KPOBHU BbISIBIEHO ABYKPATHOE MOBBIILIE-
HUe JIaKTaTaeruaporeHassl (465 ef/1), oBbIilie-
HUe OunrpyorHa (21 MKMOJIb/JT) 32 CUET Mpsi-
Mol pakiuu (5,5 MKMOJTb/JT), yBeTUIeHUE 00-
1rero xosiecreprHa (6,1 MMOJIb/JT1) ¢ HOpMaib-
HBIM YPOBHEM TpULIULIEpUIoB (1,76 MMOJIB/JT)
M XOPOIIUM YPOBHEM JIUMOIMPOTEUHOB BbICO-
kol mnotHoctu (1,41 MMOJb/1), HOpPMAaJb-

HbIII ypoBeHb KpeaTMHMHA (96 MKMOJIb/I),
miesouHoit ¢ocdarassl (126 en/in), ramma-
rayTaMuwiITpaHcrenTuaasbl (26 en/n). Ilpu
HOpMaJIbHOM ypoBHe C-peakTHBHOTO Oejka
(0,32 Mr/m) u obiero 6enka (67 r/11) B KpOBH,
alieKTpodope3 OCIKOB MOKa3al CHIDKEHUE
ansoymuHa (44,7%) v moBbIleHUE o1 - U y-TJI0-
oymuuoB (5,9 u 26,7% COOTBETCTBEHHO).
B ob6mem ananmse moun 6eok 0,3 /71, ypo-
omnmmHoreH 70 MKMOIb/I (IIpA HOpPME IO
34 mxmoub/a). CyTouHas mortepst Oenka co-
craBuiaa 0,400 .

[Tpu BKI, BBIMOJHEHHOI B CTallMOHApeE,
obOpamanu Ha ce0s1 BHMMaHHUE CHUXKEHUE
aMILUIMTYIbl 3y0La R BO BceX OTBEAEHUSIX,
MPU3HAKKA HapyIIeHUST MEXIIPeacepaHOit
OPOBOAMMOCTH; KOCBeHHbIe mpu3Haku [JI2K
¢ cuctoindeckoit Harpy3koii Ha JIK (puc. 1).
B cpaBHenuu c npeabiayiein DKI, Bbimos-
HEHHOW B JAPYIOM YUpeKICHWU, CYIICCTBEH-
HBIX U3MEHEHUI He OBLIO.
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[TalmeHTKe B KJIMHUKE Obljla BBINOJHEHA
Ox0oKTI: JIZK He pacuivpeH (KOHEYHbIA Aua-
croauueckuii pasmep (KAP) JIXK 43 MM, Ko-
HeuHblil cuctoauueckuii pasmep (KCP) JI2K
35 mM), koHLleHTpuueckas [JI2K (15—18 mm),
nuddy3Has yMepeHHasT TUITOKWHE3UsS MMO-
kapaa JIZK u ipaBoro xenynouka (ITXK); rio-
OasbHasl COKPaTMMOCTb YMEPEHHO CHMXKEHa
(®B 39%), neBoe nipencepaue (JII1) yBemmue-
HO (45 MM), aopTa He pacllIMpeHa, CTEHKH Y-
JIOTHEHbI, KJIalaH TPeXIOJYJIyHHbIN, HEe W3-
MEHEH, CTBOPKM MUTPAJBbHOTO KJaraHa He
W3MEHEHBI, perypruTaums | cT.; mpaBoe mpen-
cepaue TOTPaHUYHBIX Pa3MeEpoB, IMYJIbMO-
HaJbHBII U TPeXCTBOPYATHINA KjanmaHbl OObIY-
Hble, TpUKycNUaadbHas peryprurtamus | cT.,
JIETOYHBI CTBOJI HE pacIlupeH, OaBJcHUE
B JIA He MoOBbILIEHO, ToJIIMHA cTeHKU [12K
5 MM, MeXMpeacepaHas reperopoaka ToHKasl,
MaToJIOTMYECKOro copoca uyepe3 Hee He Hali-
JIEHO, HMXHSS MoJjiasi BeHa He paclliupeHa,
crnajeHue Ha BAOXe AocTaTouyHoe. KM30bITKa
>KMIKOCTH B MOJIOCTU TIepUKapaa He HalAeHO.
PecTpUKTUBHBIN THUIT TUACTONMYECKON IMC-
(ynkuum (puc. 2).

IIpu ynbTpa3sByKoBOM MCCAEAOBAHUU OP-
raHOB OpPIOLIHOW MOJOCTU ObUIM BBISIBICHBI
nudGy3HbIe U3MEHEHUST MEeYeHM, TeraToMe-
raivsi, KcTa TpaBoil mouku, nud@ysHoe yii-
JIOTHEHUE MapEHXMMBbI MOYEK, a TAKXKE TMIpO-
Topakc. Cene3eHka He yBeJlUyeHa, OObIYHOM
9XOT€HHOCTH.

B cBsi3u ¢ xajobaMu Ha MapoKcu3Masb-
HYIO OJBIIIKY ObLia BHITTOJTHEHA KOMITBIOTEP-
Hast tomorpadus (KT) opraHoB rpyaHoii
KJIETKU. BBISIBIEHO yCUJIEHHUE JEero4yHOoro
pUCyHKa, MpPU3HAKU TPOMOOSMOOJUU Eeau-
HUYHBIX MEJKUX BETBEH JIEBOUW JIETOYUHOM
apTepuu ¢ UHGAPKTOM HUKHEN 101 B S9 Je-
BOTO Jjierkoro, TpoM6 B yuuke JITI, HeGoJiblIOE
YBEJIMYEHUE BHYTPUIPYIHBIX JTUMGaTUUYEC-
KMX Y3JI0B, CKOIUJIEHWE XUAKOCTU B IJIEB-
pajbHBIX TIOJOCTSX, MOJOCTU TepuKapia,
HEOOJIbIIIOE CKOMJIEHUE XUJAKOCTA B OpIOILII-
HOM MOJIOCTH.

HccnenoBanue Ha CBOOOIHBIC JIETKUE 1Ie-
MM UMMYHOIJIOOYJIMHOB TOKa3ajo HebOoJb-
11I0€ TOBBILIEHKWE JIMOIA-TUIIa KaK B ChIBO-
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Puc. 2. Bxoxkapauorpacdusa 6ombHoii I1., BBITION-
HEeHHas B KIIMHUKE

Fig. 2. Echocardiography of patient P., performed in the hos-
pital

pOTKe KpoBHW 10 17 MKT/M (TIpy HOpME 10
10 MKr/M1), TaK U B Moue — 6,7 MKI/MJI
(4,2 mxr/™mm). Ilpn 5ToM Karma-1eny ObITN
00HAapyXeHBbI B CJIEAOBBIX KOJIMYECTBAX: B Chl-
Bopotke 0,7 MKr/mia (Hopma 6—13 MKr/mi)
u Moue 0,8 Mkr/mMi (3—8 MKT/MII).

ITpu MPT cepaua ¢ KOHTpacTUpOBaHUEM
ObLI MOATBEPKACH PECTPUKTUBHBIN TUIT AUC-
¢yukunu muokapaa: I'JIDK KoHLieHTpuuec-
koro tuma (17—16 mm), KCP JI2K — 31 MM,
KJIP JIDK — 36 MM, CHUXKEHUE CHUCTOJIMYEC-
koit pynkumu JIK cepaa (OB 38%), nud-
¢y3Hble udmeHeHusi muokapaa JIZK u TTXK,
4yTo 00Jiee BEPOSITHO COOTBETCTBYET MPOSIB-
JIeHUsIM OoJie3Hel HaKOIUIEHMS; KOJIMYECTBO
KMIKOCTU B Tiepukapae 5—15 mMm (puc. 3).

bosibHOI ObL1a BBITIOJIHEHA OUOTICUSI MUO-
KapIa B YCIOBUSAX KapIMOXUPYPTUIECKOTO
OTIEJICHMS, IO pe3yJibTaTaM KOTOPOii THUCTOI0-
ruuecku (puc. 4, 5) 1 UMMYHOTMCTOXMMUYEC-
ku (4-5CD3+/mm2, HLA-DR+++ B KOHTO-
MOJIOKUTEJbHBIX 30HAX, TaM K€ 3KCMPecCust
JIETKUX LieTeii 19M0/1a) BhISBICH TePBUYHbBIN
AL-A. Pesynabratel 6uoncuu B HWUJI naro-
Mopdosorun HMHUIL um. B.A. AimasoBa
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Puc. 3. MarHutHo-pe3oHaHCHass Tomorpadus
ceplilla ¢ KOHTpacTupoBaHueMm mnanueHTku I1.
Crpenkamu ykazaHo: | — yTolleHHass MexxKey-
JIOYKOBasi Meperopoaka BCAEACTBUE HAKOTUICHUS
aMmionnaa; 2 — TUAPOIIepUKap; 3 — TUIPOTOPaKC

Fig. 3. Magnetic resonance imaging of the heart with the con-
trast of patient P. The arrows indicates: 1 — a thickened inter-
ventricular septum due to accumulation of amyloid; 2 —
hydropericardium; 3 — hydrothorax

OlLIEHMBAJIA JOKTOP MEAUIIMHCKUX HAyK, MPO-
deccop JI.b. MutpodaHoBa.

B Hamem crauunoHape 0oJibHas moJiyyasia
nedyeHue: UAID u GeTa-0I0KATOPHI B MUHHK-
MaJIbHBIX J03aX B CBS3M C TMIIOTEH3UEH, CIu-
POHOJIAKTOH, AHTUKOATYJISTHTHI, MOUETOHHEIE.
OnHako Ha (oHe MPOBOAMBIIEHCS MeauKa-
MEHTO3HOI Tepanuu TOJEePaHTHOCTb K (pr3u-
YeCcKMM Harpy3kaM ocTaBajlach HU3KOM, OTeu-
HBI CUHAPOM YMEHBIIMWJICS, HO TMOJHOCTbIO
He KyIUpOBaJIC.

ITocne ycraHoBiaeHust auarHo3a AL-A ma-
LIMEHTKAa ObLIa nepeBeaeHa B oTaeaeHue Hed-
ponoruun IlepBoro Caunkrt-IleTepOyprckoro
rocyaapcTBEHHOr0 MEIMIIMHCKOrO YHUBEPCU-
teta uM. akana. M.I1. I1aBnoBa, roe cnenuaiu-
CTBI HE(POJIOTM M TEeMATOJOTH 3aHUMAIOTCSI
cneuuduyeckum jgeyeHuem AL-A. boabHo
ObLIM BBIMOJHEHbI TpenaHoOuomncusi, 6uo-
MCHUs MOYeK ¢ UMMYHOTHCTOJOIMYECKUM HC-
clefoBaHUEM, UM AUarHo3 mepBuyHoro AL-A
MoATBepAuica. bblla HayaTa XUMUOTEpAIIUS
C MOJIOXUTEJIbHON AMHAMUKOM. boibHas oT-
npasjeHa JOMO Mo Hab0eHEe FeMaToI0-
ros. OgHako npu HapactaHuu siBaeHuit XCH
U XPOHMYECKOI MOYEeYHON HEeI0CTaTOYHOCTHU
yepes 2 Mec JeYeHUs MalueHTKa ymepJa.

KimHmyeckwme ciaydaun

Puc. 4. DugomuoxkapauanbHasi OMOTICUS: KOHTO-
KpacCHbIN MOJOXUTEJIbHBIN B 3HA0KapAe U CyO3H-
nokapae (+++), nepumyckyasipHo (+), x100

Fig. 4. Endomyocardial biopsy: congo red positive in endocar-
dium and subendocardium (+++), perimuscular (+), x 100

Puc. 5. DHapomuokapauanbHasi OMOTICUS: B SHIIO-
Kapzae, cyosHaoKapae, MePUMYCKYISIPHO 3eJIeHOe
CBeUeHHUe B IOISIpU30BaHHOM cBeTe, x 100

Fig. 5. Endomyocardial biopsy: in endocardium, subendo-
cardium, perimuscular green glow in polarized light, x 100

OO6cyxnenue

JuarHo3 nepBUYHOTO aMUJIONI03a ObLT 3a-
MO03PEeH HaMU T10 TTOJIMCUHIPOMHOCTHU KJTH -
HUYECKOM KapTWHBI (IPU3HAKM OMBEHTPU-
kynsipHoit XCH mpu ymMepeHHOM CHUXXEHUU
cuctonnyeckoit ¢pynkuuu JIZK, oprocratuye-
cKasl TUMOTEH3USI, MAKpPOTJIOCCHUS, SIBICHUS
XoJiecTa3a, yMepeHHast IpoTeuHypHsT, TUMPO-
ageHonatus npu KT), nanaeix OKI' (Huskui
BosibTax 3yOL0B) U OXo0KI' (pecTpUKTUBHBIN
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TUIT KapAUOMUOIIATUU C YTONIIEHUEM CTEHOK
Kkak JIZK, tak u TT2K). IIpeamnonoxeHue o nep-
BUYHOM aMWIOMA03€ ObLIO KOCBEHHO MOJ-
TBepKAeHO pesyabrataMu MPT. OkoHuaTenb-
HBII IMArHo3 yCTaHOBJIEH Ha OCHOBAHUM Tpe-
MaHOOMONCHUU M Pe3yabraToB OMOMNCUU
MMOKapja IocJie MpoBeaIeHNSI UMMYHOTHUCTO-
XUMUWYECKUX UCCAEAOBAHUIA.

BosHukaet Borpoc, MOXXHO Jii ObLIO 3aM0-
IO3puTh 3abojeBaHMe paHblie? Ha Ha
B3IJISIJ, HA 3TOT BOMPOC CJIeIyeT OTBETUTD yT-
BEPAUTENIbHO. Y XEHIIMHBI CPEIHEro Bo3pac-
Ta, HE MMEBLIEH B aHaAMHe3€¢ apTepualibHOM
TUMEPTEH3UU U MIIEMUYECKOI O0JIE3HU Cepli-
11a, paszpuBaetcs @I1, uro TpeGoBaIo yrouHe-
HUs ee TeHe3a U npoBeaeHus IxoKI, ongHako
B TeUeHUE ToAa, HecMOTps Ha peuuauBbl DI,
NaHHOE WCCIeA0BaHWE HE TIPOBOIMIOCEH.
N naxe nociae BoinoiaHeHus: OxoKI' gokTopa
He 00paTuiuM BHUMaHHWE Ha HEOObSICHUMOE
YTOJILLIEHWE CTEHOK MUOKapjaa, a K TOMY Bpe-
MEHM y aLMeHTKH yxKe ObUIH mpu3Haku XCH
MpU COXPAaHHON CUCTOIUYECKOW (DYHKIIUU
U BbIpaXX€HHAsl OPTOCTATUYECKAsI TUIIOTEH3US
(xapakTepHbIii 111 AL-A CUMIITOM) ¢ CUHKO-
najJbHbBIMU cocTosiHUSIMU. [TocnenHue, Bepo-
SITHO, C YYETOM HapacTaHUs TOJIIMHBI CTEHOK
JIK, nmpusnakamu XCH n ®DIT nocnyxunu
MTOBOMOM TSI TIOCTAHOBKM JMArHo3a THUIep-
Tpoduueckoit kapauomuomnatuu (I'KMIT).
OnHako CUHKOIMAJIbHbIE COCTOSIHWSI Xapak-
TepHbl JJis1 oOcTpykTuBHOit ['KMII, xotsa
MpU3HAKOB 00CTpyKIMM Tpu DxoKI y 6oib-
HoIt He Obuto. IlprMeuyaTenbHO, UTO B CBSI3U
C TUApoTOpakcoM OojbHast oOcieaoBaiach
y (GTU3MATPOB U OHKOJIOTOB, MPOBOAUIOCH
MHOI'O IUAarHOCTUYECKUX MpouLeayp, HO, Mo-
BUAMMOMY, CBSI3aTh HaJlMUME TUAPOTOpaKca,
ruaponepukapaa u acuura ¢ XCH u3-3a co-
xpanHoit @B JIZK He Morim. A Beob UMEHHO
111 00J1e3He HaKOIUIEHUSI U B TIEPBYIO OYe-
pelb — CUCTEMHOTO MepPBMYHOI0 aMUJIOU103a
XapakTepHa PEeCTPUKTMBHAs KapauoMMOIla-
TUSI C COXPAHHOMN CUCTOJIMYECKOM (DyHKIIME,
HO C HapyLIEHUSMM HAIIOJHEHUS KeTymaou-
KOB U pe(ppaKTEPHOIi K Teparuy OMBEHTPUKY-
nsipHort XCH, yTo u HabioAanoch y JaHHOMR
MalMEeHTKMU.
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OOpaniaia Ha ce0s1 BHUMaHUE TaKXKe CUC-
TEMHOCTb Mpolecca: BOBJAEYEHUE HE TOJbKO
ceplua, HO W JIerkux (TuMmdoaneHonaTus npu
KT, peuuauBupyonie ruipoTopakchbl, KOTO-
pble MOTJd OOBICHATHCS He Toabko XCH,
HO U MOpaXKEHUEM TUIeBPHI), TIeUeH! (TerarTo-
MeTajius, sIBJIEHUS XoJiecTa3a, MOCAeaHee Xa-
pakTepHo 1t AA-aMuiion103a), novyek (yme-
peHHasl MPOTEUMHYpPUs), XKeIyTOYHO-KUIIIeU-
HOTO TpakTa (MakKporjoccCHus), BereTaTMBHOM
HEPBHOI CUCTEeMBbI (OpTOCTaTUYeCcKas TUIIO-
teH3ust). [loHATHO, YTO OMOIICUsI MUOKapia
U TTIOYEK HE MPOBOIITCS BO BCEX CTALIMOHAPAX,
HO ecJii Obl AMarHo3 ObLT 3aM0103PEH, MOXHO
ObLJIO Obl BBIMOJHUTHL MEHEe MHBa3UMBHbBIE
MpOoLEeaAyphl, TaKMe KaK OUOTICUS AECHBI, CIM-
3UCTOM MPSIMOU KUILIKU WU TTOJIKOXKHOTO XK1~
pa XXMBOTA.

JleTanbHBIA UCXOA B TeueHHE 6 MeC OT Ha-
yajia XMMUOTEpanuu, BEPOsITHEE BCEro, CBSI-
3aH C MO3AHUM ee HayajoM Ha ¢oHe Heobpa-
TUMBIX M3MEHEHUI B OpraHax M TKaHIX,
1 TIpexXze Bcero — B Muokapne. boiabHas mo-
rubna B TeyeHue 1,5 roma oT MOMEHTA IOSIB-
neHus nepBbix cumriromoB XCH.

3aKio4enne

ITepBUYHBII CUCTEMHBIN aMUIOUI03 CUU-
TaeTcsl peakuM 3ab0JieBaHUEM, OJHAKO B MO-
cllelHue TOoIbl OTMArHOCTUPYETCS BcCe valle
[2, 6—8]. CBoeBpeMeHHOE M KadyeCTBEHHOE
o0ciienoBaHue OOJbHBIX C MOAO3PEHUEM Ha
MePBUYHBI aMHUJIOUIO3 TTO3BOJISIET ITOCTa-
BUTb JMArHo3 B 0oJjiee paHHUE CPOKH, a Havya-
TOE BOBpeMsI cieMdUUIecKoe JJeUeHe MOXET
JaTh LIAHC YAYYIIUTh IPOTHO3 Y 3TOM PYTIIIbI
0O0JIbHBIX |3, 4].

Qunancuposanue. ViccienoBaHue He UMe-
JIO CHOHCOPCKOM MOIEPKKH.

Kongpauxm unmepecos. ABTODPHI 3asIBISIIOT
00 OTCYTCTBUM KOH(DJINKTAa UHTEPECOB.
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