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MaumeHT c Nnero4yHom runepTeH3neii: pepgkui cnyyaii AL-ammnonpo3sa ¢ nopaxeHuem cepaua

N HApPY>XHOro CJ1lyxoBOro npoxopa

Ps6kos B.A."2, Eropenkosa M.A.2, 3popos A.E."2, TonosuyaHckas E.B.2, Psa6kosa H.J1."2

B ctatbe npeacTaBneH KAMHUYECKWIA Cyyai aMmnonaosa nerkvx Lenei MMmy-
HOrNoGYNMHOB C NopaxeHneM cepaua 6e3 KNaccu4ecknx aKCTpakapamanbHbIX
npu3HakoB 60ne3HN. ONUCaH CNOXHbIA AMArHOCTUYECKUIA MOUCK NPUYMHBI BNep-
Bbl€ BbIIBNIEHHON NEroyHoi runepteHaun. O6eyxaaloTcs acnekTsl auddepeHum-
a/IbHON AMArHOCTMKN B OLLEHKe NapameTpOB MHBA3MBHON reMOAMHAMVKM Manoro
Kpyra KpoBOOOpaLLEHMS 1 Pe3ynbTaToB 3X0KapaMorpaduieckoro MCCnenoBaHums.
OCcoBEeHHOCTbIO Cry4as sIBNSIETCS aMUNOUAHOe NopaxeHue opraHa ciyxa, npes-
cTaBnsioLLee coboii 60MbLIYI0 PeaKOCTb.

KnioueBble cnoBa: ieroyHas rnepTeHsuns, aMmunonaos, cepaue, HapyxHsiii ciy-
XOBOI NPOX0A, CEPAEYHAs HEA0CTATOYHOCTb, 3X0KapAnorpadus.
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BnarogapHocTu. ABTOPbI BbipaxatoT 0co6Yio NpU3HaTENbHOCTb 1 6NarofapHoCTb
pykoBoauTento nabopatopun oTAena ynbTPa3BYKOBbIX METOAOB UCCEA0BaHMS
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KOMMEHTapUK 1 COBETbI MO 3XOKapAMOrpaduyeckoit AnarHocTuke aMunonaosa
cepaua.
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A patient with pulmonary hypertension: a rare case of AL amyloidosis involving the heart and external

auditory canal

Ryabkov V.A."2, Egorenkova M.A.2, Zdorov A.E."2, Golovchanskaya E. V.2, Ryabkova N.L."2

The article presents a case of immunoglobulin light chain amyloidosis with cardiac
involvement without typical noncardiac manifestations. A complex diagnostic
search for the cause of newly diagnosed pulmonary hypertension is described.
Aspects of differential diagnosis in invasive hemodynamic assessment of pulmonary
circulation and echocardiographic data are discussed. A special case feature is
involvement of the hearing organ, which is very rare.

Keywords: pulmonary hypertension, amyloidosis, heart, external auditory canal,
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KnioueBble MOMEHTbI Key messages

W3onapoBaHHOE MOpaXeHUE cepAlia IpU aMUI0-
HAI03€ C TUACTOIMICCKON TUCHYHKIIMEH 1 JIETOU-
HO¥ TUIIEPTEH3UEN MOXET IMEPBUYHO TPAKTOBATh-
C4 Kak JIerOYHas apTepuaibHasi TUIIEPTEH3US.

Oxokapauorpadusi mMo3BoJiIeT BBIIBUTh Xapak-
TepHbIE NTPU3HAKY aMUJIOMI03a CepILa.

KaTeTCpI/IBElL[I/IH IpaBbIX KaM€p ce€pala HE ABJIA-
eTCcsl HEOOXOMMMBIM METOAOM MMArHOCTUKU aMU-
Jjonao3a cepana, HO MOXKET O6CY)K,£[aTLCH B ClIy4yac
CJIOXHOCTEN TPAKTOBKM PE€3YyJIbTaTOB HEMHBA3MB-
HbIX UCCJIENOBAHUMI npu CCp,Z[C‘IHOfI HEO0CTaTo4-
HOCTH.

AMUIONI03 JIETKUX lieTei I/IMMYHOFJ'IO6YJ'[I/IHOB
MOXKET COITPOBOXAATHCA MOPAXKEHUEM HAPY>KHOTO
CJIyXOBOT'O IIpoxoza.

Jlerounas rumneprensus (JII') B cOOTBETCTBUH C Cy-
IIECTBYIOIMMMHU PEKOMEHIAIMSIMI pacCMaTpPUBaeTCs KaK
MMOBHIIICHWE CPEOHETO MaBJICHUS B JICTOYHOM apTepuu
>20 MM pT.CT. B TIOKO€ TI0 pe3yJIBTaTaM KaTeTepru3aun
mpaBeix Kamep cepama (KITKC), mo3Bomsiomeit ompe-
NeJITh TeMoauHamMudeckuii Bapuant JII' (ripe-, mocTtka-
MUUTIpHAasg, KoMOnHUpoBaHHas1) [1]. MHBa3suBHaAsA mpo-
nenypa KITKC HeobxommuMa manmeHTaM ¢ TTOH03peHNEM
Ha JICTOYHYIO apTepuaibHylo runepreHsuto (JIAD) umu
XPOHUUYECKYIO TpoMOoaMmboanueckyto JII, Kotopwie mmpu
IMOATBEPXKIACHUM TUAaTHO3a OyIyT HYXIAThCS B CITCIIH-
¢duueckom sneuyeHuu. Haubosiee yacTbele B KIMHUYE-
CKOI mpakTHuKe ciaydau JII' BciencTBue MmaTOIOTUH Jie-
BBIX OTIEJIOB Cepama M XPOHWYICCKON MaTOJIOTUH JIETKIX
B 6ospmmHCTBe cBoeM He Tpebyior KITKC, mockombKy
OT pe3y/IbTaTOB IIPOIEHYPhI HEe 3aBHCUT TaKTHKa BelIe-
Hus — JIAI-cnenudguyeckue npernapaTbl He Ha3Hada-
f0TCsI, TIPUMEHSIOTCSI CTAHIAPTHBIC TTOOXOMBI K JICUCHUIO
ocHOBHOTO 3aboneBaHus. Knaccuueckue Bapuantsl JIAT
U XpOHUYECKOM TpomMboamboanueckoii JII' mMmeroT nmpeka-
MAUIIPHBIN TTATTepH TeMOTMHAMUKY MaJIoTo KpyTa Kpo-
BOOOpAaIIeHNs C JaBJICHUEM 3aKIMHUBAHMS JICTOUHOM
aprepuu (JI3JIA) <15 MM PT.CT. ¥ JISTOYHBIM COCYIUCTHIM
compotusieHneM (JICC) >2 en. Byna. [TocTkamumisapHast
JIT (A3JIA >15 mm pr.ct., JICC <2 en. Byna), Kak npaBu-
JIO, acCCOIIMMPOBAHA C MATOJOTHUEH JIEBBIX OTICIIOB CepI-
ma [1]. JInactommnueckast ucyHKIIMS JIEBOTO KeTyIouKa
(JIZK) y OONBHBIX C peCTPUKTUBHBIM (hEeHOTHIIOM MOXET
COITPOBOXIATHCS BBICOKOI JII, KoTOpast HepeaKo CIoXKHa
B muddepeHINANTBPHON TUAaTHOCTUKE W TIePBOHAYATHEHO
TpakTyeTcs Kak JIAT.

Knunuueckuin cnyyai
Bonbhas K. 61 roga rocnuraau3MpoBaHa B Kapauo-
noruueckoe otneneHne I'BY3 PK "Pecmybnmkanckas

Isolated cardiac involvement in amyloidosis with
diastolic dysfunction and pulmonary hypertension
can be primarily interpreted as pulmonary hyper-
tension.

Echocardiography can reveal characteristic signs
of cardiac amyloidosis.

Right heart catheterization is not a necessary me-
thod for diagnosing cardiac amyloidosis, but may
be considered in difficulties of non-invasive studies'
interpretation in heart failure.

Immunoglobulin light chain amyloidosis may be
accompanied by external auditory canal.

oompHuIa UM. B.A. bapanosa" B 09.2021t msg o6cnemno-
BaHUS TI0 TIOBOAY BEISIBJICHHOTO IIPU 3XOKapamorpadm-
yeckoM mccienoBaHuu (OxoKI') MOBBIIIIEHNST pacyeTHO-
TO CUCTOJIMICCKOTO NaBJICHUS B JICTOUHOI apTepUM.

Onplrka Ipu yMepeHHOI (hU3WIecKOoil aKTUBHO-
ctu B TedeHne 3 neT. He kypur. HaciaenmcTtBeHHOCTh He
oTgrolleHa. MeHomay3a ¢ Bo3pacTta 53 JieT. YKaszaHuii
Ha apTepuanbHylo Tureprensnio (AI') mer. B 07.20181
0oJIbHAS TOCIMTAIM3MPOBaHAa C TTOMO3PEHIEM Ha HecTa-
OMJIBHYIO CTEHOKAPIMIO, OMHAKO P KOPOHAPHOIT aHTHO-
rpadun NPU3HAKOB CTEHO3UPYIOIIETO aTepOCKIepO3a
He BBIsIBIICHO. [1o pesynsrataMm cnmporpadui oCMOTpe-
Ha ITyJIBMOHOJIOTOM — ITaHHBIX 3a ITaTOJOTUIO JETKUX He
TOJIy4eHO. YpoBeHbh N-KOHIIEBOTO IIPOMO3TOBOTO HAaT-
puitypetnueckoro mentuna (NT-proBNP) B mpenmenax
HopMEIL: 1,0 ir/Mit. I1pu DxoKI BriepBEIe BBISIBICHO T10-
BBIIIICHUE PACYCTHOTO CHCTOJIIMYECKOTO JABJICHUS B Jic-
ro4yHoi aprepuu (Tadn. 1), peKOMEeHAOBAHO AWHAMUYE-
CKO¢ HaOJIoIcHME.

B teuenne 20191 cHIKeHME TOJEPAHTHOCTH K (hH-
3UYeCKOil Harpy3kKe IO IMPUYMHE ONBIIIKH, ITOSBICHUE
cUMMeTpUYHOM macto3HocTu ctom. B 03.2020r 06-
clienoBaHue B palioHHOI OonbHMIE, BKIouas DxoKI
(tabx. 1). Ha peHTreHOrpaMmMe opraHoB TPYIHOI ITO-
JIOCTHA OBYCTOPOHHUM TUAPOTOPAKC, MHTEPCTUIINATIEHBIC
n3MeHeHus. [Ipun kKommbpiotepHoit Tomorpaduu (KT)
OPTaHOB I'PYTHOM KJIETKH HE BBISIBICHO Ie(eKTOB KOHT-
pacTUpPOBaHUS JICTOYHON apTepUM, OTMEUYCHO HAIWNJUE
MaJioro TuapoTopakca cieBa, nmpusHakoB JII. Ha ¢one
Tepanuu INypeTUKAMU TeprudepruaecKrue OTeKN perpec-
CHPOBaJIN, OJHAKO ONBIIIKA COXPAHSIIACH.

B 04.2021r ¢ mmarHOCTUYECKUM TIpeACTaBICHUEM
0 JeKOMIIeHCcAllMu cepaeuHoil HegoctatouHoctu (CH)
TOCIIUTAJIN3UPOBAaHA B OOJIBHUILY CKOPOU METUIIMHCKO
nomoiu. [Ipu KT opraHoB rpynHoii KJIE€TKM HE BbISIB-
JIeHO ne(peKTOB KOHTPACTUPOBAHUS JIETOUHOM apTepuu,
BBICKAa3aHO TIOM03pECHNE Ha TUCCEMUHUPOBAHHOE TTOpa-
xkenwne nerkux. ITo manabeiM DxoKI moaTBep:KaeHO Ha-

28



KIMHWUYECKNIA CNYYAIA

Ta6nuua 1
DOuHamuka AxoKr-nokasareneit, yposHsa NT-proBNP y GonbHoli K.
07.2018r 08.2020r 04.2021r 06.2021r 09.09.2021 20.09.2021
M, mm 38/43 36/38 38/49 41/54 40/45 39/48
X, Mm 25 19 23 23 28 28
CC MX, Mm 4 HO HO, HO, 7 6
TP, cTeneHb 1 1 2 3 3 3
MNCTP, m/c HO HO, HO, HO, 4,20 3,85
PCLJIA, MM pT.CT. 45 HO, 70 67 80 80
JIA, MM 22 23 24 22 26 26
TAPSE, Mm HO HO, HO 20 19 20
TN, Mm 37/43 34/39 37 42/57 43/48 47/50
KCP JIX, MM 30 26 23 33 25 22
KAP X, Mm 51 44 38 50 38 35
3C X, Mm 10 9 8 11 10 12
MXTT, MM 10 10 13 13 10 12
MP, cTeneHb 1 1 1 2 2 2
®B JIX, % 64,5 65,0 70,7 66,0 66,7 59,0
E/A 11 HO HO, HO 14 23
NT-proBNP, nr/mn 1,0 HO 950,4 1708 713 HLL

Cokpauwenust: 3C — 3apHsas cTeHka, KIP — koHeyHo-anacTonnyeckmin pasamep, KCP — koHe4yHo-cucTonnueckuin pasmep, JIA — neroyHas aptepus, JDK — neBbiil xenyno-
uek, JIN — nesoe npepcepane, MXI — mexxenynoukosas neperopoaka, MP — mutpansHas peryprutaums, H — HeT aanHbix, XK — npasbiin xenynouyex, MM — npasoe
npencepave, NCTP — nukoBas CKOPOCTb TPUKycnuaansHoi peryprutaumnn, PCAJIA — pacyeTHOe CMCTONMYECKOe faBneHuve B neroyHoii aptepum, CC MX — ceobopHas
CTeHKa MpaBoro xenyaouka, TP — TpukycnuaansHas peryprutaums, @B — dpakuus Bbiopoca, NT-proBNP — N-KOHLEBO NPOMO3roBoi HaTpUilypeTuieckuin nentua,
TAPSE — cucTonunyeckas 3KkCKypeus NioCKOCTU KOMbLA TPMKYCNMAAIBHOMO KianaHa.

mmane JIT ¢ mpr3HakaMu TUacTOIMIECKOi TUCHYHKITNN
JIXK 2 crenenu (ta6im. 1). JluHaMU4YecKoe yBEIMUCHUE
NT-proBNP 1o 950,4 1ir/M 00BSICHSIIOCH TIPOTPECCH -
poBannem CH. TupeorponHslit TopmoH 5,01 MKME /M.
O6mumit ananu3 Moy B HopMe. OOciienoBaHne Ha BBISI-
BWJIO OHKOITIATOJIOTUH OPTAHOB OPIOIITHOI TTOJIOCTH M Ma-
Joro Taza. OcMOTpeHa OTOPUHOJIAPUHTOJIOTOM — Oe3 T1a-
TOJIOTUM.

B 06.2021r namnpasnena B I'BY3 PK "Pecnybamkan-
ckas 6onmpHMIIa M. B.A. BapanoBa" misg pemreHus Bo-
Impoca 0 OMOIICUY JIeTKOTo. Ha MOMEHT rociuTaan3anu
OIBINIKA ITPY HE3HAYNTEIbHOU (DM3NMIEeCKOM aKTUBHOCTH,
OTEKM HIDKHIX KOHeuHOoCTeH. [1o mTaHHBIM OLIeHKU (PYHK-
LINY BHEITHETO IBIXaHWSI OTMEUYCHBI HApYIICHUS JIeTOU-
HOW BEeHTUJISILIAU 110 PECTPUKTUBHOMY THUITY JIETKOM CTe-
MEeHU U1 JIeTKOe CHUXeHue AudGy3MOHHOM CITOCOOHOCTU
nerkux. Ha anexkTpokapauorpaMme 3aperucTpupOBaHB
OYaroBbIE U3MEHEHMUS TIepeIHe-TIePEropogoYHOI obac-
T 0e3 HapylIeHU puTMa U MpoBOAUMMOCTHU (puc. 1).
ITpu OxoKI pecTpUKTUBHBIN (DEHOTUIT C TTOBBIIIEHUEM
IaBJeHUS B JierouyHoit aptepuu (tadm. 1). NT-proBNP
170,8 mr/ma. CKopocTh KIyOOYKOBOW (PMIBTpamuu
53 mu/mun/1,73 M2 TIpotenHypuu HeT. OCMOTpEHa peB-
MaTOJIOTOM — KJIMHUKU, JTa00OPaTOPHBIX IIPU3HAKOB CHC-
TEMHOTO 3a00JIEBAHUSI COCNUHUTEIbHON TKAaHU HE BBI-

Puc. 1. PparmeHT 3anuncy aneKTpokapAorpaMmel B 12 0TBEAEHUSIX NPU CYTOYHOM
MOHUTOPMPOBaHWK 60NbHON K.

saBieHo. [Ipu TpurniekcHoMm ckaHupoBaHuuM 3(pdekT
CIIOHTAaHHOTO KOHTPACTUPOBAHUS B MPOCBETE HIKHEI
nojoit BeHsl. I1o pe3yabratam nmoBTopHO# oueHku KT
OPTaHOB TPYTHOM KJIETKM JIETOYHBIN PUCYHOK YCIJICH 3a

CYCT MHTCPCTULIHUAIIBHOTO M COCYANCTOI0 KOMIIOHCHTOB,
JaHHBIX 3a TMCCEMHWHHUPOBAHHOC MMOPAXEHUEC JICTKUX HE
ITOJIYYCHO. BrickazaHo IIPEAITIOTIO0XKCHUE O TpOM603M-
b6osnmueckoM reHese JII' mjim moBbIIEHUN pac4y€THOIO
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Muk Systolic Strain

Puc. 2. (A) CHvkeHWe NpoaonbHoi aedopmaLmm B 6a3anbHbIX M CPEAHMX CErMEHTaxX NPy COXPaHEHNW B BEPXYLLEYHbIX cermeHTax. (B) Yesenuuenue TonwmHbl cteHku JIX,
YTONLEHME MEXNPEACEPAHON NEPEropoaKy, "3ePHUCTOCTL', "CBEYEHME" MMOKapAa, YTOLLEHNE CTBOPKM MUTPaNbHOrO Knanaxa.

CUCTOJIMYECKOTO JAaBJIEHUSI B JIETOYHOI apTepuu BCJEI-
CTBUC TMACTOJIMYECKOI TuCcHYHKIINY MUoKapaa. Hauara
Tepamnus puBapoKcabaHOM. 3arulaHMpPOBaHA TTOBTOPHAS
rocrutaiu3aunga B 08.2021r mig OLleHKW OIUHAMUKU
u peureHust Bornpoca o KITKC.

B 07.2021r mocie mepeHeCeHHOM pecrMpaTOpHOM
BUPYCHOM MH(eKunn 00JbHASA OTMETHUJIA TOSBIICHNE
3aJI0KCHHOCTH ¥ OOJIA B IIPAaBOM yX€, CHCTEMHOTO TOJI0-
BOKPYKCHUSI, IIIATKOCTU ITOXOAKM, aCUMMETPHUH JIMIIA.
B paitonHoii 6onbHMLIe 10 faHHBIM KT BhIsIBIIeHBI TTpU-
3HaKM CPETHETO OTUTA M MACTOMINTA cIipaBa. [IoBTOpHO
rocriutanusupoBana B 'BY3 PK "PecnybiankaHckasg
oompHUIIa M. B.A. Bapanosa", roe nmpu nmepBUYHOM
OCMOTpPE OTOPMHOJIAPWUHTOJIOTOM OTMEUYCHO PE3KOe Cy-
>XeHMe HapyxHoro ciyxoBoro mpoxona (HCII) crpasa:
Koxa nuddy3Ho MHGUIBTpUPOBAHA, MallepupoOBaHa,
Oosie3HeHHa, OapabaHHYIO TIEPENOHKY OCMOTPETh HE
yaanoch u3-3a BeipaxeHHo# y3octu HCII, ormeueHo
BBIICJICHHE ITPO3pavyHOil KeaToBaTOM XuakocTu. CieBa
HCII cyxeH, BuigeaeHU HeT. BeimoaHeHO onepaTuB-
HOe JIeYeHUeE: ITOI HapKO30M aHTPOMAaCTOUIOTOMUSI,
aHTpPOApPEHaX, B aHTPYME CJIM3b, yIaJeHbl U3MEHEHHbIE
tkanu HCII, BusyanusupoBaHbl cyOTOTaNIbHBIC IedeK-
THI OapabaHHOMU MepermoHKU. [McToornIeckas KapTuHa
COOTBETCTBYET XpOoHUUEeCKOMY OTUTY. C pe3yiabTaTaMu
BIIEKTPOHEHpOMHUOrpadu OCMOTPEHA HEBPOJIOIOM —
HEeBpOIIaTUs JIMIIEBOTO HepBa. BhIMmcaHa ¢ yIydmeHm-
€M U IUAarHOCTHYECKUM IIPEACTaBJICHUEM O IBYCTOPOH-
HEM OTHTE.

B 09.2021r rocnurammzanus B I'BY3 PK "Pecmy6-
JIMKaHcKag 6onpHMIAa M. B.A. Bapanosa" mis mposene-
Hust OxoKI u pemenust Boripoca o KITKC. Coxpansiercst

OIBITIKA TP HEOOIBINOM (PU3NUICCKOIT aKTUBHOCTH, ITa-
CTO3HOCTBH CTOII, TOJICHEH, CHIDKeHHE ciryXa. KOHTpoJb
Ox0KTI ocymectsien 09.09.2021 (taba. 1). NT-proBNP
71,3 rir/mut. O6paimaio BHUMaHUE TIepCUCTUPYIOIIee 10~
BBIIIIEHUE YpOBHS TportonnHa 0,15-0,12 Hr/M ipu pede-
peHcHBIX 3HaYeHMIX <0,02 Hr/Mi. Bemoaxnena KITKC:
JlaBJIeHUWE B MpPaBOM IpeAcepauu 8 MM pT.CT., JaBiie-
HHUE B IIPaBOM Kejymouke 56/27/2 MM PT.CT., JaBleHUE
B JierouHoit aprepuu 57/34/16 mm pr.ct., A3JIA 21 MM
PT.CT., CepaeuHblii BEIOpOC 6,4 J1/MUH, CepACYHbIA MH-
nexc 3,8 in/mun/m?, JICC 1,9 en. Byna. Koncratuposana
u3ogupoBaHHas noctkanwuisgpHas JII, Hanboiee Be-
pPOSITHO, CBsS3aHHAS C OUACTOJMYCCKON MMCGhYHKIIM-
eit JIZK. B pamkax macrtep-Kjiacca IO yJIbTpa3ByKOBOI
IUATHOCTHUKE, TIPOBOIMMOTO SKCIEPTOM (pemeparbHOro
neHrtpa, 20.09.2021 BbrinonHeHa moBTopHast DxoKI': Bbi-
SIBIICHO YCHMJICHUE 3XOTEHHOCTH MHOKapia, IJTo0aIbHas
COKpaTUTEeIbHAs CIIOCOOHOCTh MuoKapaa JI2K coxpane-
Ha, auactonaunueckas nucdynkuus JIXK 3 crenenu (pe-
CTPUKTUBHBIN THII, TTOBBIIIICHHOE AABJICHNE HAITOJIHE-
aus JI2K) (E/A 2,3, E 0,75 m/c, ¢' 0,05 m/c, E/e' 15),
CHUXeHHUe mnponoibHoi aedopmauusa JIK (cpenHuit
2D-strain -16,5%), npoduab agedpopmauun JIK coort-
BETCTBYET IpU3HaKam amuionnosa cepaua (CA) (coxpa-
HEHME KMHETUKH B BEPXYIICUHBIX W CPETHUX CETMEHTAX
M cHUXXeHue aedopMainu B 6asanbHbix cerMeHTax JIZK),
B IIPOCBETE HIDKHEH IT0JI0If BEHBI TPOMO HE BU3YaIM3H-
pyercs (Tabia. 1, puc. 2). BeimoaHeHa ¢pudbporactpomyo-
JIEHOCKOITUS C OMOIICUEN CIIM3UCTON TBEHAIIATUIIEPCT-
HOM KWINKHW, MMOATBEPAWBINCH HAIWYWEC aMUJIOWIO03a.
[Ipu mmepecMOTpe TUCTOIOTHUECKUX MIPEIapaToB TKAaHU
HCII ¢ okpackoifi KOHFO-KpaCHBIM TaKXe BbISIBICHO
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omIoxeHue amuionna. 1o pesyaprataM McCIIeqOBaHMS
CBIBOPOTKHU KPOBU Ha CBOOOTHBIC JICTKHE IIETT MMMYHO-
[II00yIMHOB: Kamma 3,71 MKr/mit, assMoma 97,08 MKr/mi,
karma/mssm6ma 0,038. [Tpu ncciremoBaHNM KOCTHOTO MO3-
ra OTMEUCHO MOBHIIICHNE KOJMYECTBA TIa3MAaTHUCCKIX
KJ1eTOK (8%), HO He COOTBETCTBYIOLIEE KPUTEPUSIM d1a-
THOCTUKHU MHEJIOMHOI 6oye3Hn. 1o maHHBIM HU3KOHO-
30B0i1 KT ckejrleTa 04aroB oCcTeoaeCTPyKIINM HE BBISIBIIE-
Ho. UMMyHOTHCTOXNUMIUUYECKOE MCCIIeIOBaHNEe OMOIITA-
toB HCII 1 nBeHammaTUITepCTHON KHUIITKU TTOATBEPIIIIO
HaJIM4Iie aMIJIOMI03a JIETKUX IIeTleil UMMYHOTIJIOOYIH-
HOB (AL). TakuM 00pa3oM, B pe3yJbTaTe MPOBEICHHOTO
obcnenoBaHus guarHoctupoBaH AL-amunonno3s Il cra-
nuu 1o kinaccudukauum Mayo. Ha done nuyperuue-
CKOM Tepamum perpecc OTEKOB, 3HAUUTEIbHOE YMEHbB-
LIEHKE ONBIIKKU. JIMCcTaHIMsI B TeCTe 6-MUHYTHOM XOIb-
661 370 M. HecMOTps Ha TIpoBeleHHYIO B JajdbHENIIeM
MMOJTUXUMHOTepanuio mo nporpamme CVD (6opTe3omuo,
muKiIodochaMu, TeKcaMeTa3oH), 00IbHAsT CKOHYAIACh
B Mae 2022r Ha ¢oHe Hapacrtalomeit CH u npucoenu-
HUBIIIETICST HO30KOMHAILHOM ITHEBMOHUU.

00cyxaeHue

AMUIIONI03 XapaKTepU3yeTcsI BHEKJICTOYHBIM Ha-
KOIJICHMEM B Pa3IMYHBIX TKAHSIX HEPaCTBOPUMBIX (hH-
OpMILT, 00pa3yIOIINXCS B pe3y/IbTaTe HEIIPAaBUILHOTO CBO-
paumBaHUs OEJIKOB-TIPEAIICCTBEHHUKOB. AMMIONIHBIC
CTPYKTYPHI YCTOMYMBEI K IeTpamalliid U CKIIOHHEI K TIPO-
TPEeCCUPYIONICH KyMYJISIIINY C Pa3BUTHEM OPTaHHOM MHC-
¢yHKIMK, BKIIIOYas nmopaxenue cepaia [2-4]. CA xapak-
Tepu3yeTcst nudGy3HBIM OTIOXECHIEM aMUJIONAA B MUO-
Kapme C YTOIIICHHEM O00UX KeTyI0YKOB. AMIIOUIHBIC
GUOPUIIBl aKKyMYJIUPYIOTCSI B WHTEPCTHULHATBHOM
IIPOCTPAHCTBE MEXIY KapaIMOMHOILIMTAMU, (POpMUpPYS
pecTpuKTUBHBIN peHoTut [5]. BoBneuenue npencepauit
C YTOJIIICHUEM MEXIIPEICCPIHON MeperopOaKU ITOBBI-
maeT pucK GUOpWLIAINK Tpencepauii. HapymeHus
IIPOBOINMOCTH PETUCTPUPYIOTCS B BUIEC aTPHUOBEHTPHU-
KyJISIpHOU OyioKambl ujau OJoKambl HOXeK Ityuka [wuca.
Ouddy3HOE yTONIIEeHNE KIAITaHOB Cepaia MOXET CO-
IIPOBOXOATHCS JICTKOM MW YMEPEHHOI perypruTalmeii.
[Tpu HeOOIBIIOM BBHITIOTE (OOJBIION HE TUITMUEH) BEpO-
SITHO BOBJIcUeHHE TTepuKapaa. [TopakeHre KOpOHAPHBIX
apTepuii MOXET CONPOBOXIATbCS KIMHUKOMN CTEeHOKap-
INU B OTCYTCTBHE CTCHO3MPYIOIIETO aTepOoCKIepo3a 1Mo
JTaHHBIM KOpOHapHOI aHrnorpaduu |2, 5].

Huskuii Bombraxk QRS Ha snekTpokapanmorpam-
Me (aMmumTyga <5 MM B OTBEICHHSIX OT KOHEUHOCTEI,
<10 MM B IIpeKOpAMATBHEIX OTBEACHUSIX) HE SIBIISICTCS
BBICOKOUYBCTBUTEIILHBIM U CITEHUGUIHBIM ITPU3HAKOM
CA [2, 6, 7], 9TO MOATBEPXKIAETCSI OTCYTCTBUEM TaKMX
W3MEHEHUI 1 B HaIlleM ciTydac.

KirroueBEIM METOOOM HEWMHBA3WBHOII TMAarHOCTH-
ku CA B yCIOBHAX MaJOM MOCTYITHOCTUA B pPermoHax
MarHUTHO-PE30HAHCHOM TOMOTpaduu cepama U OTHO-
dortonHoit cunHTUrpaduu ¢ 2" Tc-nmupdoTexom, Ko-

TOPBIN MCITOJIB3YETCS TOJBKO IJIST TMAaTHOCTUKHU TPaHC-
TupetnHOBOro ammiaonno3a (ATTR), ocraercs DxoKI
[2, 5, 8-11]. XapakTepHbiM mist CA SIBJISIETCS YBEIMICHUE
ToMIMHE cTeHKH JI2K, KoTopoe He SIBIISICTCST TUTIEPTPO-
¢ueit m B orcyrcTBUEe aHaMHe3a A’ 1 aOpTabHOTO CTe-
HO3a, KaK B HaIlleM HaOJIIONeHUM, JOJIKHO HACTOPaXKH-
BaTh B OTHOLIEHUHU OoJie3Hell HakorieHus . JIZK oObiu-
HO HE MWJIATHUPOBAH, €r0 pa3Mephl MOTYT OBITh MCHBIIIC
HOPMAaJIbHBIX, UTO COOTBETCTBYET pe3yiabTaram DxoKI
oonpHO K. B 09.2021r (Ta6n. 1). [mobanbHast cokpa-
TutenbHasg cnocobHocTh JIZK mpu CA coxpaHeHa, HO
HEPEIKO CHIDKACTCS Ha TMO3MHUX CTamMsIX 3a00JICBaHMS
[2]. Baxnoii cocTaBmsionieil OxoKI' nmarHocTuKm sBis-
eTcs oIpenesicHNe MPOoNOJIbHOI e opMalimy MIOKapaa
B onpenesieHHbIX cermeHTax JIK [2, 4-7]. B mpencraB-
JICHHOM cITydae OoImMcaH XapakTepHbIid mist CA maTTepH
OTHOCHUTEJBHO COXpaHHOI IMPOXOJIBbHOMN medopMalinu
B BEPXYIIICYHBIX CETMEHTAX B CPABHEHUHU CO CHIDKCHUEM
B 0a3allbHBIX U CPEIHUX CeTMEHTAX.

B nabopatopubix Tectax npu CA MoxXeT oOpalaTh
BHUMaHNE HEIPOMOPIMOHAIFHO BBICOKMI YPOBCHbB
NT-proBNP u nepcucrupymoliiiee NOBBIIIEHUE TPOIMO-
HUHA. JIoKa3aHO MPOTHOCTHMYECKOE 3HAUCHME ITUX T10-
KaszaTeleil, KOTOphIe SIBISIFOTCS TPEOIUKTOpaMM MCXOaa
¥ WCITOJIB3YIOTCS IJIST CTaAMpPOBaHUS 3a0oieBaHusd |5, 8,
11-13]. CrabuiabHO TIpeBBIIIAIONINI pedepeHCHBIE 3HA-
YyeHUs ypoBeHb TpomoHnHa y 6onbHOU K. B 09.2021T
pacIeHNBaJICS KaK MPU3HAK XPOHUICCKOTO MTOBPEXKIIE-
HUS MHOKapaa W OBIJI OMHUM W3 ITOBOAOB ITOH03pPEBATh
MHOGWIBTPATUBHOE TTOpakeHUE cepilia, a IMocie Beph-
¢uxkanun CA maBal OCHOBAaHUS TIPEIITOIaratb OBICTPOE
MIPOTpecCUpOBaHNe OOJIE3HM B MTaTbHEIIIIEM.

Omnucano 6osee 30 6eTKOB-TIpeAIIeCTBEHHUKOB aM-
Jonma, u3 HUX 9 Moryt ObITh mmpuuuHOil CA [5, 8, 9].
Bonee uem B 98% cayuaeB CA BepuduLupyercs Kak
ATTR uwmm AL [2, 8, 10]. YacToTa BOBJI€YEHHUS MUO-
Kapna npu AL-amuiounnose, SBISIOIIErocss HauboJee
pacrpoctpaHeHHbIM BapuantoM CA, cocrasisier ~70%
[5, 8]. AL-aMmIonmo3 OTHOCUTCS K TPyIIe KIOHaJb-
HBIX TIa3MOKJIETOUHBIX AUCKpa3uii [2]. U30biTouHad
CEeKpEelMsT TAaTOJIOTUICCKUM KIIOHOM KJIETOK (DparMeH-
TOB MMMYHOTJIOOYJIMHOB CO3HAaeT YCIOBUSA ST (Dop-
MUPOBAHMS aMUJIOMIHBIX ACITO3UTOB BO MHOTHUX TKa-
HSX, BKIloyasg Muokxapn [3, 5, 11]. BaxkHoe 3HaueHue
B nuarHoctuke AL-amunouno3a uMmeer onpeneneHue
MOHOKJIOHAJIbHOTO OeJKa-MpeAlleCTBEHHUKA MMyTeM
a5IeKTpodopes3a/MMMyHODUKcAIINA OeTKa CHIBOPOTKU
KPOBHM M MOYM, a TaKKe OILIEHKA KOJWYECTBA M COOTHO-
IIeHUST CBOOOMHBIX JIETKHUX IIeTIeii B CBIBOPOTKE KPOBU
[3, 5,9, 10]. B mpeactaBIeHHOM KJIMHUYCCKOM CITydae
COOTHOIIIEHNE CBOOOTHBIX IENei MMMYHOTIOOYIMHOB
Kkarma/nsam6aa coctaBuiio 0,038 mpm pedepeHCHBIX
s3HaueHUAX 0,3-1,9. MccaemoBaHre KOCTHOTO MO3Ta I0-
3BOJISIET OTIPENCINTh BapHaHT IJIa3MOKJICTOYHBIX Ha-
pyumreHU1. MOHOKJIOHATBHBIN OET0K-IIPEIIIeCTBEHHIK
MOKET OBITh CJICICTBMEM MOHOKIIOHAJIBHOI raMMarnaTuu
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HEOTPEIeICHHOTO 3HAYCHUST MJI MHOXECTBEHHOM MHE-
JIOMBI, B paMKax KOTopoii peructpupyercs 1o 10% ciy-
yaeB AL-amunounosa [5]. [Tpu uccienoBaHuu KOCTHOTO
Mo3ra 6osbHOM K. MHOXecTBeHHas Muesioma He Oblia
MMOATBEPXIeHA, KaK He OBUIO BBISIBJICHO M KOCTHBIX W3-
MEHEHUMN.

B omnmnuue or ATTR-amunoumosa, st KOTOPOTO
MIPEIUIOKEH aJITOPUTM HEMHBA3MBHOI TMATHOCTUKH TIO-
paxeHus cepala, BKIOYAIOLIUK CLHUHTUTPpAPUIO C CO-
enuHeHussMu Tc?™, monteepxaeHue AL-amumionnosa
OCHOBAHO Ha BBISIBJICHHN aMUJIOMIHEIX CTPYKTYp B TKa-
Hs1x. CA MOXeT OBITh TTOATBEPXKICH pe3yabTaTaMU 3KC-
TpakapauaabHOl OMONCUM TIPU XapaKTepHBIX DXoKI
W3MEHEHMSX B OTCYTCTBUC aJIbTePHATUBHBIX IIPUYNH WJTN
MaHHBIX MarHUTHO-PE30HAHCHOI ToMorpadum cepama
[5, 8, 9, 14]. B Hamem HaOMIONEHWHN OIIPEICIISIOIIMUT
CTaJIM pe3yJbTaThl OMOIICUM CIW3UCTOI IBCHAMIIATH-
MepCTHOM KUIIKK. Bce (hopMBI aMIIIOMIHBIX TETIO3UTOB
AMEIOT CXOXKYIO THCTOJIOTHIECKYIO KapTUHY TIPU OKpacKe
KOHTO-KpacHBIM [3, 10]. OCHOBHBIMY THUITUPYIOIIUMU
METOIAMM SIBJITIOTCSI UMMYHOTUCTOXUMHWYIECCKUN U UM-
MYHO3JIEKTPOHHAsI MAUKPOCKOTIHS TT0 IIPUYNHE MAJIOM 10~
CTYITHOCTHM HamOoJice IyBCTBUTECIBPHON U CHICIIM(IIHOM
Macc-criekrpoMmeTpun [3, 5, 8, 10, 11]. AL-amuiaonmo3
y 6onbHOIT K. ObLI moATBEpKIEH pe3yjbTaTaMi UMMYHO-
TUCTOXMUMUYECKOTO UCCeNoBaHus OMONTATOB.

AL-aMmIONI03 UMEET arpeCcCUBHOE TEUCHME CO CPEe-
He MPOIOIKUTETBHOCTBIO JKU3HU MAlIMEHTOB, HE TTOJTY-
YaIOLIMX JIEYEHUsI, MeHee 6 MecC. IIPU HaJIMYKMKU IIpU3HA-
koB CH [2]. UMeHHO BOBJIeUeHHE cepalia B 3HAYNTEb-
HO1 CTeTIeH! OIpenesieT IIPOrHo3 Ipu AL-aMmionno3e,
Kak ¥ B ciydyae 6oabHOM K.

KITKC nHe gBngerca HEOOXOOWUMBIM METOIOM OHa-
rHocTuKH CA, HO MOXET OOCYXKIAThCS TIPH CIOKHOCTSIX
TPaKTOBKU PE3yJABTaTOB HEMHBA3UBHBIX MCCIICIOBAHMIA
[15]. Boeicokas JII' y 6onbpHOI K. mepBoHayanbHO ObI-
JIa paclicHeHa KaK IUCIIPOITOPIIMOHATbHAS N3MCHEHM -
SIM JICBBIX OTIEJIOB cepalia, ogHako pe3yiabratel KITKC,
MMOATBEPAUBIINE W30JMPOBAHHBIM ITOCTKAMMIIISIPHBIIA
TUIT TeMOAMHAMMWKH, ITOTPEOOBAIN AOIMOJTHUTEIHHOTO
MOMCKa MIPUYMH JUacToJImdecKoit nuchyHkuum JIK.

TakuMm 006pa3oM, ¢ yIeTOM CHCTEMHOIO XapakTepa
3aboJieBaHNg M 0coOeHHOCTeit nmopaxeHus cepana CA
MOXeT OBITh 3aIl0J03peH MpU yTojleHunu creHKu JIZK
>12 MM 1o maHHbIM DxoKI B coyeTaHUU ¢ OOHUM U3
KapIualbHBIX TIPU3HAKOB, TaknxX Kak CH mim aopTanb-
HbII CTEHO3 B BO3pacTe >65 JIeT, TuIio- Uid HOPMOTEH-
3Us y OOJILHOTO € MpenlecTBYomMUM aHaMmHe30oM Al
HeoObsicHUMas npaBoxenynoukoBass CH, HeoObsicHU-

MBIiT BBITIOT B TIepUKapae, MU3MEHECHUS Ha 3JICKTPOKap-
IUorpaMMe B BuAe HU3KOro BosbTaxka QRS, rmceBmomH-
(bapKTHBIX MI3BMEHEHUIA, HapyIIeHnit AB-TpoBOIMMOCTH,
VTN 3KCTpaKapAWaTbHBIX MPOSBICHUN, BKIIOUAIOIINX
nepudeprIecKyro MOJIMHEPOITaTHIO MM aBTOHOMHYIO
IUC(HYHKIINIO, TTOYCUYHYIO0 HEIOCTATOUHOCTD, IIPOTEHHY-
pHUIO0, KPOBOIOATEKN Ha KOXE, IMepUOPOUTATBHYIO ITyp-
ypy, Makpomioccuio [2, 5, 6, 8, 9].

B mpencraBieHHOM KIMHHYECKOM clIydae oOparma-
€T BHUMAaHHE YBEIMYCHNE TONIIWHBI cTeHKU JIZK B oT-
CYyTCTBUE yKa3zaHUiT Ha Al, ImaTojoruio aopTaabHOTO
KJIallaHa, ¢ XapaKTepHBIMU M3MEHEHUSIMU TIPOIOJIBHO
neopMallid MAOKapaa M ero CTPYKTYPHI, YTOJIICHUE
MEXKIIPEICEPIHON TeperopoakKl U CTBOPOK MUTPAIThb-
Horo kiamnaHa mpu OxoKI, a Takke mmepcUCcTHpyIoIIee
MOBBIIICHNE YPOBHS TporoHWHA. CJIOXHOCTh paHHEH
INATHOCTUKU OOYCIIOBJICHA OTCYTCTBHEM TaKMX KJac-
CUMYECKMX IKCTpaKapaAuaIbHbIX MPU3HAKOB CUCTEMHOTO
aMMIJIONI03a, KaK MIPOTEHHYPHSI, MAKPOIJIOCCHSI, TIEpH-
opOuTaNbHas IypIypa, KIMHAKA TTOJTMHEPOTIaTHH.

OCOOCHHOCTBIO ClTydas sIBJIsieTCsS Bepu(pUIIIpOBaH-
Hoe nopaxkenue HCII. BoBneueHue opraHa ciayxa mnmpu
AMIJIOMIO3¢ CUUTACTCS OUYCHb PEAKUM M IIPOTEKaeT
MIPEUMYIIECTBEHHO ¢ ABycTOpoHHUM cyxkeHmem HCII,
COITPOBOXIAIOIINMCS CHYDKeHNEM ciyxa [16-18]. B nu-
Teparype onucaHo <20 ciayJaeB aMHJIOMIO3a TaKO JIO-
Kanusamuu [19].

3aknoyeHue

Juarnoctuka CA, 0cOOEHHO TIpU U30JUPOBAHHOM
TOpaKeHNU, MOXET OBITh CJIOXKHA M IIPEAIToIaracT BHU-
MaTeJIbHYIO OIIEHKY pe3ynbraToB OXoKI B comocTaB-
JICHWNU C HaHHBIMK aHaMHe3a. CHUCTEeMHBIN XapaKTep
3a0o0neBaHus npu AL-amuionnose TpedyeT akKTUBHOTO
TIOMCKa 3KCTPaKapIUaTbHBIX JIOKATU3AlNi, B T.9. HCTH-
MUYHBIX, a TAKXKe TECHOTO B3aMMOIECTBUS CTICIIHAIIIIC-
TOB Pa3IMIHOTO TIPOIIIS.

BaaromapaocTH. ABTOPHI BEIpaXXaloT OCOOYIO TIpH-
3HATEJILHOCTh W 0JIarOMapHOCTh PYKOBOIUTEIIO JTabopa-
TOPUM OTIENa YIBTPa3BYKOBBIX METOMOB MCCICAOBAHMUS
®dIrey "HMUILK nwm. akan. E. M. Yazosa" Mun3npasa
Poccun, n.M.H., ipodeccopy M.A. CannoBoit 3a oka-
3aHHYIO ITOMOIIb B 00CJICIOBAHUN OOJBHOI, BaXKHBIC
KOMMEHTApUM M COBETHI 110 3XOKapauorpapuyecKoi
murarHocTtuke CA.

OTHomeHHus U JeATEeIbHOCTb: BCC aBTOPHI 3asIBIISIIOT
00 OTCYTCTBHMU ITOTCHIIMATEHOTO KOH(MINKTAa NMHTEPECOB,
TPEOYIOIIETO PACKPHITUSI B MTAHHOI CTaThe.
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