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Lienb pa6oTbl — onucaHne KNMHUYECKOTO ClyYas TPAHCTUPETUHOBOMO aMUIOMA033, NEPBLIM NPOSABNIEHUEM KOTOPOTO CTa
3MM304 OCTPOIi CepAeYHOi HeOCTaTOUHOCTU.

Marepuansi u metopbl. [MauueHTka B. 58 net focTtaBneHa B oTAeNEHMe peaHUMALMN U UHTEHCUBHO Tepanum Ans nawu-
eHToB C UHdapkTom Mnokapaa NKb um. B.1. lemuxosa ¢ npeaBapuTeNnbHbIM AUArHO30M KOCTPbIi KOPOHAPHbINA CUHAPOM
6e3 nogbema cermeHTa ST, 0TeK nerkux». 13 aHamHe3a U3BECTHO, YTO NALMEHTKY B TeYEHUE 3 MeC BECNIOKOUN BbIPAXKEHHbIN
CYXOii Kalenb, 0CUMNOCTb roN0ca, cNaboCTb NPU HE3HAYUTENbHBIX PU3NYECKUX HArpy3Kax.

Pe3synbrartbl. C10XHOCTb NOCMEPTHON AMArHOCTUKM CUCTEMHOTO aMUI0OMA03a 0OBACHANACH OTCYTCTBUEM KaKUX-NUGO
KNMHUYECKUX NPOSBNEHMIA, NO3BONAIOWNX 3aN0L403PUTL CMEPTEIbHO ONacHoe 3aboieBaHune 4o rocnuTanu3auum no no-
BOJY OTeKa Nerkux. flaHHbIN KNUMHUYECKUA cnyyail LeMOHCTPUPYET CTPEMUTENbHOE Pa3BUTUE CUMNTOMATUKM CUCTEMHOTO
amunoungosa. C MOMeHTa NosiBNEHUsA NepBbIX CUMNTOMOB (YNOPHOTO CYXOro Kals, OCUMIOCTH rofoca) 40 NeTaNbHOro
“cxopna BCIEACTBME CEPAEYHOI He0CTaTOYHOCTM NPOLWO 0KONOo 3 Mec. Hanuuue B KNMHWYECKON KapTUHe nepudepuye-
CKOIl NONMHEBPONATAM NO3BONUIO 3aN0L03PUTL CUCTEMHOE 3ab0eBaHue.

3aknioueHue. [laHHbIi KTMHUYECKUI CnyYaii JOKa3biBaeT aKTyalbHOCTb U BaXXHOCTb CBOEBPEMEHHO JUArHOCTUKN aMU-
101033, a TaKKe HeobX0AMMOCTb NOBbLIWEHUSA YPOBHA MHPOPMUPOBAHHOCTW BPayeil pasHbIX CNELManbHOCTEN 0 fAaHHOM
3aboneBaHum.

KnioueBble cnoBa: TpaHcTUpeTuHOBbIA amunonpo3 (ATTR), cucTEMHbI aMMnona03, cCepaeyHas HefoCTaTOYHOCTb, Tunep-
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Aim. To describe a clinical case of transthyretin amyloidosis, the first manifestation of which was an episode of acute
heart failure.

Materials and methods. Patient V., 58 years old, was taken to the intensive care unit for patients with myocardial
infarction V.P. Demikhov State Clinical Hospital with a preliminary diagnosis: acute coronary syndrome without ST
segment elevation, pulmonary edema. It is known from the anamnesis that the patient was disturbed for 3 months
by a pronounced dry cough, hoarseness of voice, weakness with minor physical exertion.

Results. The complexity of the diagnosis of postmortem diagnosis of systemic amyloidosis was explained by the absence
of any clinical manifestations that made it possible to suspect a deadly disease before hospitalization for pulmonary
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edema. This clinical case demonstrates the rapid development of symptoms of systemic amyloidosis. From the moment
of the first symptoms (persistent dry cough, hoarseness of voice) to death as a result of heart failure, about 3 months
have passed. The addition of peripheral polyneuropathy to the clinical picture made it possible to suspect a systemic

disease.

Conclusion. This clinical case proves the relevance and importance of timely diagnosis of amyloidosis, as well as the
need to raise awareness of doctors of various specialties about this disease.
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BeepeHue

AMUIONI03 — HapyllleHWe 6eJTKOBOro 0OMeHa, CoIpo-
BOXJIaro1Ieecss 00pa3oBaHUEM B TKaHSIX CITeLIM(PUIECKOro
0eJIKOBO-TIOJIMCaXapUIHOTO KOMIUIeKca (aMmuaouaa) hu-
OpusLIsIipHON CTpYKTYphl. CoBpeMeHHas KjaccupuKalus
aMWJIOW03a OCHOBaHa Ha Ture ¢hpubdpuuIsipHoro oeaka —
MpealecTBeHHUKA aMUIoua.

TpaHCTUpeTMHOBBIN aMmIoua03 (transthyretin amy-
loidosis, ATTR-amuionno3) BoepBbie onucail B 1952 .
Kopuno Auapane (Corino Andrade) y 76 GonbHbIx 13 Ce-
BepHoii [TopTyranuu ¢ ayToCOMHO-AOMUHAHTHOM aMUJTO-
WIHOU MOJIMHEBpONaTUEl ¢ TPEeUMYIIIECTBEHHBIM TTOpa-
XK€HUEM HMXHUX KOHEYHOCTE M Ta30BbIX OPraHOB.
Hctopuuecku ATTR-ammionnos cauTascs KpaitHe peakoi
dopmoii amunonao3a. OgHAKO C pa3BUTHEM COBPEMEHHBIX
TeHETUYECKUX U UMMYHOTUCTOXMMUYECKUX METOIOB MC-
CJIeIOBaHMS YIaJIOCh BBISIBUTH ropas3no Oobliee Koauye-
CTBO MmauueHTOB ¢ ceMeiiHbIM ATTR-amuiongoszom
mno Bcemy mupy [1].

Boigenstor 2 Tuna ATTR-amunounno3sa:

1) ceMeliHbIi, WM MyTaHTHBII, HaCJIeICTBEHHbII, 00Y-

CJIOBJIEHHBI MyTallueit B reHe TpaHcTupetrHa (TTR);

2) HeHaCJIeACTBEHHbINM, WM HEeMYTaHTHBIN, Mpuoope-

TeHHBIA (TPaIMLIMOHHO WCITOJb3yeMble€ TEPMUHBI

«CTapUYeCKMil» U «IUKHiT», TTO-BUIUMOMY, HE MOTYT

OBITh PEKOMEHJIOBaHbl M3-32 CBOEH HEOIHO3HAYHO-

CTH), BOBHUKAET BCICACTBUE U3MEHEHUSI HOPMATbHOM

CTpYKTYphl TeHa TTR 1 BO3pacTHBIX HapyIIEHU ce-

kpeuuu TTR neyeHsblo.

B 06oux ciayvasix mpoucxonuT pacnan terpamepoB TTR
JI0 MOHOMEPOB, 00JIaaloNIMX BhIpakeHHOI KOH(bOpMa-
IIMOHHOI HecTaOMIbHOCTBIO. AT TR -amMmiionnos sasistercst
HeoOpaTUMO MPOTrpecCUpPYIOLINM 3a00JIeBaHUEM, XapaK-
TEPU3YIOLIUMCS TSXKEJIBIM TTOpaXeHUEM cepla, epude-
pUYECKOi U aBTOHOMHOU HEpBHOI cUCTeMbI. [TalieHThI
00BIYHO yMUpaIOT B TeueHue 10—12 JeT mocie rnosiBjaeHus
nepBbIx cuMnToMoB [2]. Hacnenctsenusiii Tun ATTR-amu-
nougo3a coctaBisieT 7—9 % (40—50 ThIc.) Bcex AMarHo-
CTUPOBAaHHBIX CyvyaeB B Mupe. HegaBHue ucciaenoBaHus
nokKa3blBalOT Haauuyue HaciaeactBeHHoro ATTR-
aMITonno3ay 5 % MmanyeHToB C TUITepTPoPUIecKoii Kap-
nuomuonatueit [3]. HenacnenctBeHHsbiii Tun ATTR-
aMUJIONI03a Yallle BCTPEeYaeTCsl y My>XXUMH cTapiie 65 JieT.

PacnpocTpaHeHHOCTh 3a00JieBaHUS CPeAy JUIl CTaplie
75 net cocraBnsgeT 1-3 %, crapme 80 jet — 20—30 %,
Cpeay MalMeHTOB C XPOHUYECKOM CepAeYHON HEAOCTATOY -
HocThio (XCH) — 11,0—13,3 %, nereHepaTWBHBIM aop-
TaJbHBIM CTEHO30M — 16 %, CMHAPOMOM KapItaJIbHOTO
KaHana — 7—8 % [3].

Knunauyeckas kaptuHa ATTR-amunounnosa ckiaabi-
BaeTCs U3 KapAUaJbHBIX U 3KCTpaKapAUaIbHbIX CUMIITO-
MOB. OCHOBHBIM KJIMHUYECKUM €ro MPOSIBJIEHUEM SIBJISI-
eTcs OWCTajibHasl BOCXOAdIas Iporpeccupyronias
CEHCOMOTOpPHas MoJIMHeBporatys. s HacJeACTBEHHOTO
ATTR-amuionno3a xapakTepHO MopaxxeHue nepudepu-
YECKOM HEPBHOM CUCTEMBI, cepllia (PECTPUKTUBHAS /TH-
nepTpoduyeckas KapIuoMUONaTHs), oveK (MIPOTeUHYpUst
C MOC/EAYIONIMM Pa3BUTHEM MOYEUYHOIH HENOCTATOYHOCTH),
r1a3 (MOMYTHEHWE CTEKJIOBUIHOTO Tejla, BTOPUYHAs IJiay-
KOMa), a TaKXKe LIEHTPaJIbHOW HEPBHOI CHCTEMbI (KOTHU-
THBHbIE HAPYILIEHUS, MIIEMUYECKUI WX TeMOpparnyecKuii
MHCYJIBT, SNWIENTUIeCK1e NMpUIaaku, ruapouedanus) [4].

Pazeutrie ATTR-amuiionno3a He COMPOBOXKIAETCS U3-
MEHEHMSIMU JJTa00PaTOPHBIX UJIM UHCTPYMEHTAJIbHBIX 10~
Kazaresiei pu CTaHAAPTHBIX UCCIEI0BAHUSX, KOTOPBIE ObI
00J1ajay 1OCTaTOYHOM CIelM(UYHOCTbIO WU YyBCTBU-
TeJIbHOCTBIO [5]. OCHOBHBIM T€CTOM JJIsI €r0 BbISIBIICHUS
SIBJISIETCSI CUMHTUIpadus ceplia ¢ KOCTHBIM MHAUKATO-
pPOM, HaKOIUIEHUE U30Tona 2-il WM 3-il cTerneHu uMeeT
BBICOKYIO UYBCTBUTENbHOCTD U CIIELIM(PUUHOCTD IPU aMU-
Jouno3e cepaua. Eciu nuarHo3 aMuionao3a cepiia He
MOATBEPXKIeH HU HEMHBA3MBHBIMU METOAAMM, HA OMOII-
cueii TKaHei (mpu ATTR-amunounao3e oHa o61anaeT HU3-
KO 4yBCTBUTEJILHOCTbIO), OTJIMYHBIMUA OT MUOKapja,
peKOMeHIyeTcsl SHIOMMOKapaaabHast ouoncus. Kpome
TOT0, DHAOMUOKapaAUaIbHas OMOIICUS TTOKa3aHa B Cllyya-
sIX, KOrJa HeoOX0AUMO MpoBecTU nuddepeHIaTIbHYIO
JIMAarHOCTHUKY ¢ KapauomuonaTtusimu [6]. ITporpecc B Me-
ToAax MMarHOCTUKM, BKJIIOYAs 3XoKapauorpaduroo, Mar-
HUTHO-PE30HAHCHYI0 ToMOoTpadulo cepala u CLIMHTUTpa-
¢uro KocTeil, MpuBea K MOSBICHUI0O HEWHBA3WBHOIO
JIMarHOCTUYECKOTO MOAXO0/A, YTO CHIKAET HEOOXOMUMOCTh
MPOBEACHUS IHAOMUOKApAUATbHOM OUoncuu. Y nauyeH-
TOB C XapaKTepHOU KIIMHUYECKOM KapTUHOM U CEMEMHBIM
aHaMHEe30M T ocTaHOBKM AuarHo3a AT TR-amuionnosa
JIOCTaTOYHO TOJIbKO T€HETUYECKOTO TECTUPOBAHUS.
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IIporHos npu ATTR-amunounose 6e3 cBoeBpeMEeHHOI
JUArHOCTUKU U JIeYeHUsT HeOJaronpusITHhINH. DTO 00b-
SICHSIETCSI HEMMPEPBHIBHLIM OTJIOXKEHUEM aMUJIOU1a B MUO-
Kapze, aMUJIOMIHbBIM MOpaXkeHUEM TIPOBOASILEH CUCTEMBI
cepilia U, KakK CJIeICTBUE, pa3BUTUEM KapaAUOMUOMNATUN
W TSDXeNbIX HapylieHuid putMa. Kpome toro, reH TTR
npu ATTR-amunongose o6agaeT KapauOTOKCUYECKUMU
CBOMCTBaMM, TIPpU 3TOM I'MOEJIb KJIETOK 3amycKaeT KacKaj
BOCTIAJIMTENBHBIX pEaKIIMi U OKMCIUTENBHOTO CTpecca.

Lleab paboThl — NpeacTaBIeHUE KIMHUYECKOTO CITydast
cucteMHoro ATTR-aMmunongo3a y nalMeHTKU ¢ OCTpoit
CepIeYHOI HEMOCTATOYHOCTBIO.

OnucaHue cayyas

Iayuenmra B. 58 1em docmaenena 6 omoenenue pearu-
mayuu u unmencusnoii mepanuu (OPUT) oas 60avHbIX
¢ ocmpuim unpapkmom muoxapoa 'KB um. B.I1. Jlemuxoea
¢ npedsapumenvHbiM OUASHO30M «OCMPbIH KOPOHAPHbLIL CUH-
dpom 6e3 nodsema ceemernma ST, omek neekux». U3 anamue-
3a U36ECMHO, YMO NAYUEHMKY 8 npeduiecmayiowue 3 mec
0ecnoKoun evIpadceHHblil Cyxoil kKauieavb, c1abocms npu He-
3HAUUMENbHBIX u3UHecKUX Haepy3Kax. lanHvle CUMRMOMbL
OHQA C853bI68AAA C NEPEeHECeHHOL 0CMPOIL PeCRUPAmOopPHOU GU-
pycroil ungexyueti (OPBH). Panee smux cumnmomoe He om-
Meuana, 3a MeOUyUHCKOL noMoublo He oopawanrace. Jau-
menvHOe 8peMs cmpadana eunepmoHu4eckol 001e3Hbi0,
NOCMOSIHHOU AGHMUSUNEPMEH3UBHOL MEPAnUU He NOAYHAAA.

Ilo dannbim obsexmusroeo ocmompa 6 OPUT, cocmosinue
msxcenoe, cosnanue acuoe. Tlonoxcenue opmonnos. Temne-
pamypa meaa 36,6 °C. Kocrbiil noKpoé 61e0mbiil, 61aXCHbII,
omeku eoneneli u cmon. Ilpu ayckyabmauyuu AeeKux blcay-
wusaemcs scecmioe ObIxanue, 8AANCHblE He3BOHKUE MENKO-

NY3bIpUamble Xpunwl HUXdce yen08 A0NAmoK ¢ 00eux cImopoH.
Yacmoma Ovixanus 26 6 munymy, camypayus 97 % na am-
Mmocgeprom 6o30yxe. Touwt cepoya I u Il Hao eepxyukoii npu-
enyuteHsl, wymos Hem. 4acmoma cepdeunoix cokpaujeruil
96 yo./mun. Apmepuanvroe daénenue 100/60 mm pm. cm.
Kueom npu nasvnavyuu msexuii, 6ezoone3nennniii. Ilepumo-
HeanvHble cumnmomvl ompuyamensvhoie. Ileuens He gbicmy-
naem u3-nod Kpas pebepHoii dyeu. B obuwem ananuze Kposu
obpawjaem Ha cebs eHumarue aeiikoyumos (12,7 x 10°/a),
a makce noswviuierue yposus D-oumepa 0o 2456 ne/ma.

Ilayuenmie nposedena KomnvromepHas momozpagus
(KT) opeanos epyonoii nosocmu ¢ 6HymMpU8eHHbIM KOHMPA-
cmupoganuem: 0aHHbIX 0 MPomO0IMOOAULU Ne204HOU apmepull
He NOAYHEHO, BbIsIBAEHA KAPMUHA OMEKA Ne2KUX, OCA0NCHEH-
H020 NOAUCE2MEHMAaPHOL 08YCMOPOHHEN OPOHXONHEBMOHUEI,
Mmanwtii eudpomopaxc. Ilonumepasnas uennas peakuyust Ha Ko-
ponasupychyio ungexyuro ompuyamenvnas. Ilpu yrompa-
38YK080M AHRUOCKAHUPOBAHUU 8EH HUICHUX KOHEHHOCMell
npuU3HaKoe mpomoosa He aviseaero. Ha anexmporxapouoepam-
Me: CUHYCOBbLIL pUmM, BNEPEble 3apecucmpupo8anHas NOAHAs
onokada nesoii Hoxcku nyuka Tuca (JIHIIT) (puc. 1). Ilo pe-
3YAbMamam KopoHapoaHauoepaguu eeMoOUHAMUYECKU 3HA-
YUMBIX CIMEH0308 KOPOHAPHLIX apmepuil He 6bisieaeHo. Moi-
We4Hblll MOCMUK 8 cCpedHell mpemu nepeoneil HUcxXoosujell
apmepuu ¢ CylceHuem npoceema 6 cucmosny — oxkono 50—60 %
(puc. 2). Ilo danuwim sxokapouoepaguu (IxoKIl) ¢paxuus
evlbpoca negoeo xceayoouxa (PB JIK) — 35 %, oupdysnuiii
eunoxutnes muokapoa JIK. Junamurxa mpononuna I nped-
cmaenena ¢ maon. 1.

B OPUT bbiau KynuposaHul seaeHust 0CMpoOil 1e80iceny-
00uK0801l HeOOCMamoYHOCMU, NAYUEHMKA nepegedeHa 6 Kap-
duonoeuueckoe omoeneHue 041 daavHeluieeo HAOAH0eHUs

Puc. 1. Daekmpokapouoepamma nayueHmyu: pumm CUHYCco8blil, NoAHas 610Kada aeeoii Hoxcku nyuka luca
Fig. 1. Electrocardiogram of the patient: sinus rhythm, complete blockage of the left leg of the Gis bundle
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Puc. 2.91dosackyspHsie KOPOHAPOPAMMbL RAUUCHMKU: 3HAYUMO20 CIMEHOMUHYECK020 NOPANCEHUsl KOPOHAPHLIX ApMePULl He 8biS6AEHO
Fig. 2. Endovascular coronary angiograms of the patient: no significant stenotic lesion of the coronary arteries was detected

u nodoopa mepanuu. CoXpaHsaucy #aiodvl Ha OCUNAOCMb
2010¢a, cyxoll Kauens, crabocmnb, HeCUCEeMHOE 201060KPY -
Jcenue. B kaunuueckom ananuse Kpogu ommeuanioch Hapac-
manue aeiikoyumosa ¢ 12,7 x 10°/4 do 19,5 x 10°/n, 6 6uo-
XUMUYECKoM anaauze Kpogu — ducaunudemus (o00ujuil
xonecmeput 5,8 MMoab/n, mpueauuepudsi 2 MmMob/1, AURO-
npomeuds Hu3Koi naomuocmu 5,03 Mmmons/n), 6 OuHamuke —
pocm nokasameneil kpeamutuna ¢ 96,2 do 125,6 mkmons/n,
mouesunvt ¢ 6,3 do 10,1 mmonv/a u C-peakmuenoeo beaka
¢ 7,500 20,7 me/n, npokanvyumonun 1,23 mxe/a. Ipu IxoKT
6 Junamuke: cenapayus aucmkos nepuxkapda 1—2 mm,

Taomua 1. Junamuka ocHoeHbIX 1a00pAMOPHBIX NOKA3ameneil NayueHma

Table 1. Dynamics of the main laboratory parameters of the patient

KoHeuHo-Ouacmonuueckuti pasmep JIXK 61 ma, Koneuno-cu-
cmonuueckuii — JI2K 33 ma, @B JIK — 42 %.

C yuemom KAUHU4ECKOU KapmuHbl cepoeyHoll Hedocma-
mournocmu, cHuxcenrnoit @B JIK npu Hopmanvbubix pazmepax
nosocmeil cepoya u yKasanus 6 AHamHese Ha HedasHo nepe-
Hecennyro OPBH 6 kauecmee ocHoeH020 duaeHo3a paccma-
mpueancs muokapoum, 6 Kavecmee Oug@epeHyuaibHo2o
duaenosa — 6onesnv Pabpu, cucmemuwiii amuroudos. Hs-
3G MANCECMU COCMOAHUS NAYUCHMKU U MEeXHUYECKUX CA0MC-
Hocmell donoanumenvHoe 00caedos8anue He NPoBoOUNOCh.
ITlayuenmke Haznauen anmubaxmepuanvusiii Kype 1 muna

September -

0,014 (B 3:45 v)

Tpononun I 0,57 (B 9:00 4) _ .
Troponin I Hr/MI 0.014 (at 3:45 h) 0,00-0,10
0.57 (at 9:00 h)

NT-proBNP TIT/MJT 2699,00 — 0,00—133,00

Doy HE /M 2456,00 - 0,00—248,00
-aimer

JleiikonThI .

White blood cells 10°/n 12,70 7,7 4,00—10,00

EPC?TP.‘H“H MKMOJIb/ 1T 96,20 125,60 45,00—97,00
reatinine

Moresiia MMOJIB/ T 6,30 7,10 2,80—8,30
rea

C-peakTUBHBbII 010K Mr/iT 7.50 20,70 0,00—5,00

C-reactive protein

Ilpumenanue. NT-proBNP — N-mepmunanvHbiii nponenmuod Hampuilypemu4eckozo 20pMoHd.

Note. NT-proBNP — N-terminal propeptide of natriuretic hormone.
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CO2AACHO cmpameau KOHMpoAs AHMUMUKPOOHOU mepanuu
(nesoghrokcayun 500 me 2 paza 6 cymku) u mepanus cepoe4-
HOU HedocmamouHoCcmU (Memonpoaosa cyKuyuHam 75 me
2 pasza 6 cymku, eascapmatn + cakyoumpua 50 me 2 paza
6 CYmKU, CNUPOHOAAKMOH 25 me, danazaughnosun 10 me, usa-
opadun 5 me, amopseacmamun 40 me/cym).

Yepes neckoavko OHell nocae nepesoda 8 Kapouonoeu4e-
cKoe omdenenue y 60AbHOI B. 86He3anHO nos8uAUCH JHcan00bl
Ha 8bIPAJICEHHYIO CAAO0CMb 8 HO2AX, HEBO3MONCHOCHb CAMO-
cmosimenvbHo nepedsueamocs. Ilpu Heeponoeuueckom ocmompe
K0oopOuHamopHwvie npobwvl 6binoausra ¢ owuokamu. Obue-
M03208051 CUMNIMOMAMUKA OMCYMCMB08aNA, MEHUHCANbHbLE
cumnmomol bviau ompuyamenvrvimu. Ilo peaysomamam KT
20/106H020 M0O32a OGHHbLE 00 OCMPOI 6HYMPUHEPENHOI NAMO-
A02UlL, 2eMOOUHAMUMECKU 3HAYUMbIX CIMEH03aX, AHe8PU3MAX,
apmepuoBeHO3HbIX MAALGOPMAYUAX COCYO08 20108bl U Ulel
He 8blsieAeHbL. YKa3aHHble CUMNIMOMbL OblAU PACUEeHEeHbL KaK He-
VMOYHEHHAs. NOAUHEBPONAMUSL, NPEONoA0JICeHa ocmpas de-
Mueaunuzupyrowas noaunesponamus Tuiiena— bappe. Jlanb-
Helliee neveHue U HAOAIOO0eHUE, YHUMbIEAs PA3BUBULYIOCS
HecmaounbHY0 eeMOOUHAMUKY, OCYUECMBASAL 8 YCA0BUSIX
OPUT, 20e nayuenmrka nocmosHHoO Haxo0uaace Ha 8a3onNpec-
COpHOIl hoddepiicke.

Bo epems npebvisanus nayuenmku B. 6 cmayuonape na-
Yancs NApoKcu3M mpenemanus npedcepoutl, eii npoeedeHa
anexkmpoumnyavcras mepanus (9UT), odnako ona ne dara
aghpexma. Hecmomps na npoeooumyro MHO2OKOMNOHEHMHYIO
mepanuio cepoe4Hol HedoCmamoUHOCMU U 8A30NPECCOPHYIO
noddepicky, 3apuKcuposana KAUHUHECKAs cMepmb, makK
KaK npo8ooumblii KOMHAEKC CepOeHHO-1e204HOlU PeaHUMAUUL
ocmancs 6e3 agpghekma, KOHCMAMUPOBAHA OUON0UHECKAs
cmepmeb.

SakawuumenvHulil Kaunudeckuli duaeno3. OcHogHoe 3a-
bonesanue: ocmpolil MUOKapoum, msxicenoe medeuue, He-
ymouHenHblil. PoHOGOe 3a001e6aHUe: cunepMOHUH1ecKas 60-
sae3ub 111 cmaduu. JQucaunudemus Ilé knacca. Koponapuas
aHeuoepagus: MoluleuHbill MOCMUK 6 00aacmu cpedrell mpe-
mu nepeduell HuUCXo0auell apmepuu ¢ CyJiceHuem npoceema
6 cucmosny — okono 50—60 %.

Ocaodxcrenus ocHogHoeo 3abonesanus: XCH co chuxcen-
Hoti DB JIK (28—45 %) IIb cmaduu. Omek neckux Ovin
Kkynuposat. Manwiii eudponepurapd. Manbwiii 08ycmopoHHU
eudpomopakc. Brneboavnuunas 08ycmopontss HuxicHedosesas
nHeeMOoHUSL, msdcenoe mewerue. Hapywenue nposodumocmu
cepouya: noanas 6noxaoa JIHTIT. Xponuueckas 60on1e3ub nouex
3b cmaduu (cxopocms kayboukoeoil gpursmpauyuu no CKD-EPI
opmyne 41 ma/mun/ 1,73 m?). Hapokcuzm mpenemanus npeo-
cepouii kynuposan DUT. Tpombosmborus meakux eemeeil e-
2ouHoil apmepuu. Omek aeekux. Omek 20108H020 MO32q.

Conymcmeyrwuue 3a001e8anus: NOAUHEBPONamus He-
ymounennas. Ocmpolii rapuneum.

Ilo pe3yabmamam aymoncuu, eucmonsocu4ecKo2o uccie-
d08anus ¢ NpUMeHeHUeM OONOAHUMENbHBIX Mem0008 OKPaull-
BQHUS Y NAYUEHMKU OUASHOCMUPOBAH CUCMEMHbIL AMUAOUO03
HeymouHeHHo20 muna (uckaroueHst eapuarnmot AA, AL, Alyz)
€ nOpadiceHuem cepoua, 20pManu, AeeKux, Hceay0ouHO-Kuuey-
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HO20 Mpakma, 8UCUEPANbHOU JHCUPOBOL KAeMUamKU, gece-
MamueHoll Hep8HOIU CUCIEMbl, APMEPUANbHBIX COCYO08 cene-
3€HKU, Ne4eHl, NoYeK U nooxceaydo4Holl Jcenesnl Oe3 6061e-
YeHUss UeHmparbHoU HepeHoll cucmembl. JlaHHblil 00vem
U xapakmep nopaxdceHus cOOMeemcmeym KAUHU4eCKUM
NposAGAeHUAM (KAUHUKA cepOedHO-coCcyOUCcmoil U ObiXxamenb-
HOIl HeOOCMAamo4HOCMU, HAAUYUe CYX020 KAWL, OCUNAOCMU
2on0ca u Hesposoeuueckoll cumnmomamuru). C yuemom ume-
HOWUXCS KAUHUYECKUX U AHAMHeCMUYecKUX OAHHbIX Hauboaee
seposmuvim aeagemca ATTR-amunoudos, om npoeedenus
2eHemuU4YecK020 MUNUpPoBanusi poOCMEeeHHUKU NayueHmyku
OMKA3aAUCh.

Henocpedcmeennas npuuuna cmepmu — npoepeccupyro-
was cepoeyHas Hedocmamo4HOCHb.

06cyxpaeHune

JuarHocTrika IMepBUYHOIO aMUJIOMI03a JOCTaTOYHO
cinoxHa. [InddepeHIManbHbIM TMarHo3 aMUIONI03a CepIl-
11a TIPOBOMSIT C TUIEPTPOPUIECKOM KaparoMUONaTUeN,
SHIOMUOKapIUaIbHBIM (DUOPO30M, CAPKOMIO30M, OCTPBIM
MMOKApANTOM BUPYCHOM 3THOJIOTUM, TEMOXPOMATO30M.
Bo BpeMs rocruraauzaiuy o Mepe yTOUHeHUsT aHaMHe -
3a ¥ IPOrpecCUpOBaHUS KIMHUYECKOM KapTUHBI 3aI10/10-
3peH aMWJIOMI03, HO TSKECTh COCTOSIHUSI He TTO3BOJIMIIA
MPOBECTH OoJiee NeTaTbHOE 00C/IEI0BaHME TSI YTOUHEHHS
JIMarHo3a.

B onvcaHHOM KIIMHUYECKOM CJIydae MpU XKU3HM T1a-
IIMEHTKN CUMIITOMBI CEPAEYHOM HETOCTaTOYHOCTH
npu cHxeHHoi @B JI2K 1 HOpMaJibHBIX pa3Mepax Io-
JIOCTEi cep/iia paclieHeHbI KaK MPOSIBIIEHUSI MUOKapIUTa
nocie nepeHeceHHort OPBU. IpucoenrHeHune K KIMHU-
YECKOU KapTUHE HEeBPOJOTUYECKONW CUMIITOMATHKU TI0-
3BOJIMJIO 3aTI0J03PUTh CUCTEMHOE 3a00JIeBaHUE.

Camblii yacThlii THI amyionao3a — AL-amMmuionnos, ero
JIOJIsI cocTaBsieT mpuMepHo 80 % B CTPYKTYpe BCeX Bapu-
aHTOB 3aboJyieBaHMsl. OH XapaKTepU3YeTCsl TSKEJIBIM Teue-
HUEM, YACThIMU FOCIIUTAIM3AMSIMU U Harbosiee Hebiaro-
MPUSATHBIM MPOTHO30M. Yaliie Bcero mopaxaroTcs Cepalie,
TTOYKH, 3KeJTyTOUHO-KUIIIEUHBII TPaKT, IeYeHb, BETeTaTUB-
Has U niepudepuryeckas HepBHas cuctema. ITopaxeHue
cepla MpOoSIBIISIETCS B OOJIBIIMHCTBE CJIydyaeB Pa3BUTH -
eM (DeHOKOITU I peCTPUKTUBHOM 1 BITOCJIEICTBUY TUTIEP-
Tpodrueckoit KapauomuonaTuu. [1pu mopaxkeHUU I0-
YyeK pa3BMBAIOTCS XpOHUYecKas O0JIe3Hb MOYeK,
M30JIMpOBaHHAsI TPOTEUHYPUS U HePPOTUIECKUIA CUH-
npoM. OTJoXeHUe aMUJIONIa B MHTEPCTUILIUM JIETKUX
MPUBOAUT K Pa3BUTHIO ABIXaTEIbHOM HEIOCTATOYHOCTH
110 PECTPUKTUBHOMY THITY.

Hnsa ucKIoYyeHsT MOHOKJIOHAJbHOW raMManaThu
1 AL-aMuioniosa y malfieHTOB C TIOpasKeHUEM pas3IMYHbIX
OpraHoOB HESICHOI 3TUOJIOTMH, B TOM YUCJIE TIPU HECTaH-
JapTHOM 3TUOJIOTUU CEPAEYHON HEITOCTAaTOYHOCTU U ee
pedpakTepHOCTH K Tepanuu, HEOOXOAMMO KaK MOXHO
paHblIIe TPOBECTU aHAJIU3 KPOBU Ha CBOOOIHbBIE JIsIMO1a-
1 Kara-1elm MMMYHOTJIO0YJIMHOB, a TAKXKe UMMYHO(MHK-
caiuio 6eJIKOB CBIBOPOTKM KpOBU Y MOYM. HeBbimonHeHIe
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3TOr0 TMarHOCTUYECKOTO Iara sBiasieTcsl J0CTaTOYHO Ya-
CTOI cUTyalMel B KapAUOJOrMYeCKOl MpakTUKe U Tpedy-
€T OT KapIuoJiora onpeaeaeHHO! rpaMOTHOCTH, TpUYeM
3TOT BOMPOC HEJIb3sl MOpYyYaTh reMaTosIory, — CBOEBPEMEH-
HO OLIEHUTb TSLKECTh U HEOOBIYHOCTh TEUEHUS CEPACYHOM
HEIOCTaTOYHOCTU MOXET TOJIBKO KapaAUOJIOL. DTO Mpeab-
SIBJISIET K KapIMOJIOTy U TepareBTy Cepbe3HbIE TPEOOBAHUS
KaK K KJIMHUIIMCTaM, XOTSI B COBPEMEHHOI Mapaaurme
POCCUICKOTO 3MpaBOOXpPaHEHUS TePAeBT-9HIUKIIONEAUCT
YacTO OKa3bIBaeTCS HEBOCTPEOOBAHHBIM M HU3BOIUTCS
JI0 Bpaya-IucrieTyepa B MOJMKIMHUKE, a B y3KOCIelua-
JIM3UPOBAHHBIX TEPANIEBTUUECKUX OTIEICHUSIX CTallMOHA -
pOB 6€3 TOCTaTOYHOTO 0OOCHOBAHUSI HAKa3bIBAIOT 3a He-
NpodUIbHbIE TOCTUTATU3ALNHY.

Bcnenctsue AL-amunonnosa (tak xe, kak 1 ATTR-
aMIJIOW03a) MOXET pa3BUThCS nojarHeBponaTus [7]. Ta-
KHUM 00pa3oM, pa3inyHbIe BAPUAHTHI aMUJIOM103a UMEIOT
OIHU Y T€ XK€ OpPTraHbl-MUIIIEHU U CXOXUE KIMHUYECKUE
MPOSIBJICHUSI, TIO9TOMY KpaliHe Ba>KHO TUIIMPOBATh aMU-
JIOW, 4YTOOBI HA3HAYUTh aIEKBaTHYIO ITaTOT€HETUYECKYIO
Tepanuio. C yueToM NoJuMopdHON KIMHUYECKON KapTH-
HbI Bpaul CaMbIX Pa3HbIX CIIELIUATIBHOCTEN TOJKHBI UMETh
HaCTOPOKEHHOCTb, MO3BOJISIONLYI0 CBOEBPEMEHHO 3aI10-
JIO3PUTH y TTAlIMEHTa aMUJIOUI03.

B MeIMIMHCKUX UCTOYHUKAX OMUCAHO MHOXECTBO
KJIMHUYECKUX HaOMIONEeHUIi, KOrna JMuarHo3 aMuaIona03a
ObLT HeoueBUIeH. B kayecTBe npuMepa MOXHO MpeacTa-
BUTb KIMHUYECKUI CTydail, OMMCaHHBIN B «ApXMBE BHY-
TpeHHel MenuiuHbl» [8]. [TanuenTtky H., 58 snet, Hauanu
OECITOKOMTDh MapecTe3nu, U B TeUeHUe 2 JIeT Hapocia cia-
00CTh B NUCTAJbHBIX OTAEJaX HIDKHUX KOHEUYHOCTEH, 3a-
TpyIHsIo1Ias Xoap0y. JIaHHbBIE CUMITTOMBI pAaCCMATPUBATIUCH
Kak MpOosIBJIEHUE IeTeHEPATUBHOIO CTEHO3a MOSICHUYHOTO
OTIesa TO3BOHOYHUKA, BBIMIOJIHEHA JEKOMITPECCUOHHAS
JJAMMUHOKTOMMSL. B CBSI3U ¢ coxpaHeHUeM CUMITTOMOB ITPO-
BEJCHO T000C/IeAOBaHUE 1 YCTAHOBJIEH TMAarHO3 aKCOHAJTb-
HOI CEHCOMOTOPHOI MOJIMHEeBpONaTUU. J1JIs1 UICKITIOUeHUST
AMUJIOUIHOUN 3TUOJOTUM TMOJUHEBPONATUM TMal[MeHTKa
ObL1a HarpaB/ieHa Ha TeHETUYECKOE UCCIIeIOBAaHUE, TUAaTHO3
ATTR-amunounnosa 6bu1 noarBepxaeH. I1pu gaapHeieM
00cJIe10BaHUY BbISIBIEHA KOHLIEHTpUYeCcKast TUIepTpobust
muokapaa JIZK. HazHaueHa crienrduyeckass aHTUAMILIO-
WaHasg Tepanus TadamMuarcom [8].

HecmoTpst Ha TO YTO Ha CeroAHSIIIHUI AeHb pa3pado-
TaHbl YETKUE aJrOPUTMbl JUAaTrHOCTUKM aMUJIOMA03a,
JIO CUX MOp MPUKM3HEHHAs AMarHOCTHMKa He BCerna BO3-
MoxHa. K OCHOBHBIM MeToJaM TUarHOCTUKU OTHOCSITCS
OMOICUSs C OKPACKOI Ha aMUJIOUT U TUITMPOBAHUEM, CLIH-

TUrpadus MuoKapaa, reHeTh4ecKoe uccaenoBaHue. Takxke
COBPEMEHHbBIE UCCIEIOBAHUS JOKA3aIU BaXXHOCTb YPOBHS
HaTpuitypeTudeckoro ropmoHa (B-tuma) N-KoHIIeBOTO
nponentuna B Kposu (NTproBNP) kak Mmapkepa creneHu
nopaxeHwus cepaLa npu amuiaongose [9]. HeoObryHO Bbi-
cokure ypoBHU NTproBNP saBisiioTcss TUIMYHON YepToi
aMWIOMI03a C MopaXkKeHWeM ceplia.

T. Nomura 1 coaBT. onucaau MPOCTO W HAJAEXHBIA
MacC-CIEeKTPOMETPUYECKUI MeTOH s CKpUHUHTra
Ha ATTR-amunona03, ¢ TOMOIbIO KOTOPOTO MOXHO 00-
HapyxuBaTb BapraHThl TTR B 00pa3iiax CbBIBOPOTKM € MO~
MOIIBIO BPEMSIITPOJIETHON MacC-CIIEKTPOMETPUU MaTpUyd-
HO-aKTUBUPOBAHHOM JIa3epHOM JecopOIK/MOHU3ALIMA
(Matrix Assisted Laser Desorption/Ionization — Time of Flight,
MALDI-ToF, nanee MALDI) [10]. MALDI nponeMoH-
CTPUPOBAJ BLICOKYIO UyBCTBUTEIbHOCTD (91 %) mjist BBI-
saBiaeHus1 BapuaHToB ATTR-aMuionno3a y malueHTOB
¢ pa3nMuyHbIMUA MyTauusMu TTR, XOTS OH He TTO3BOJIMII
00HapyxuTh penkue BapuaHThl ATTR-amuiaounmosa
Glu61Lys u Glu89GIn. TeHeTHYeCKOE TECTUPOBAHUE SIB-
JisieTcsl HanboJiee Hale>XXHbBIM MHCTPYMEHTOM AUarHOCTH -
KU1 HacJIeICTBEHHbIX 3a00JIeBaHUI, OMHAKO FEHETUYECKOE
TECTUPOBAHUE OOBIYHO 3aTPATHO IO BpeMEHU 1 HeOe301111 -
0OYHO M3-3a YeJoBeYECKOro ¢hakTopa, Mo3TOMY, YTOOBI
n3odexarb ommbouyHoro nuardHoza ATTR-amunonnosa,
HeoOxoauMa TOYHas cCUcTeMa JUIsl IEPENPOBEPKU Pe3yJib-
tatoB. MALDI o6emaer ctaTh IEeHHBIM UHCTPYMEHTOM
JUUISI AMarHOCTUKY 9TOM MaTOJOTUH.

TakuMm oOpa3oM, coueTaHWe MOPaKeHUsT CepaeYHO-
COCYIIMCTON Y HEPBHOM CUCTEM JOJIKHO CITY>KUTb IOBOIOM
00cyienoBaHus MallMeHTa Ha pa3IMYHble BAPUAHTHI aMU-
JIOUJ03a, B TOM YMCJIe TeHETUYECKU OO0YCIOBIEHHOTO.

3aknoueHue

Takum o6pa3oMm, Hallle KIMHUYECKOe HaOJIoJeHUE
JIEMOHCTPUPYET CTPEMUTENIbHOE PA3BUTHE KIMHUYECKOU
KapTUHBI CUCTEMHOT0 aMion03a. OT MOMeHTa IMosIBJIe-
HUSI TIEPBBIX CUMIITOMOB (YTIOPHOTO CYXOTO KalllJIsl) 10 Th-
0eJTi MalMeHTKU BCIEACTBUE CEpAEYHON HEAOCTATOYHOCTH
MPOILTIO OKOJIO 3 Mec.

M3-3a BbICOKOI JIETaTbHOCTH, TPYAHOCTEU NUArHO-
CTHKH 3a00JIeBaHUsI Ha paHHEM 3Tarie HE00XOIUMO TTOBbI-
LIeHre UH(MOPMUPOBAHHOCTU U HACTOPOKEHHOCTU Bpayei
Pa3IMYHBIX CHIEMATbHOCTEN B OTHOIIIEHUY TAHHOM MaTo-
Jiornu. OTa rnpobyieMa 0COOEHHO aKTyajlbHa 11 HEBPOJIO-
TOB U KapJAUOJIOroB, Tak Kak rporHo3 ATTR-amunonnosa
B TMIEPBYIO O4Yepeab OMpeaessieTcss MopaxkeHueM cepala
U HEPBHOW CUCTEMBI.
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