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MeHee BblpaXeHHbIX npeaanadeTnieckmx 3Ha4YeHUsxX u
HaKOMJIEHHbIX KOHEYHbIX MPOAYKTOB MNKUPOBAHUS.
MonyyeHHble pe3ynbTaTbl CBUOETENbCTBYIOT, 4TO
OONbLUIMHCTBO HapYLLUEHUM CTPYKTYPbl N OYHKUUN HEPB-
HbIX BOJIOKOH, NPUBOASALLNX K NATONIOrMYECKUM U3MEHE-
HUSM HEPBHOM MPOBOAMMOCTU, BO3HUKAKOT Ha cTaguun
npennabeTnyeckon AucramkemMum unm go naéopartop-
HOoW Bepudukauum amnarHosa CL 2 tuna. MNpennoxeH-
HbIA anropnT™M o6cnegoBaHMs NMauMeHToOB U BHeOpeHue
HEWHBA3NBHbIX METOLOB KOJIMYECTBEHHOIO CEHCOPHOIrO
TECTMPOBaHUSA Ha aMOyNaTOPHO-MNONIMKIIMHUYECKOM 3Ta-
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PectpukTuBHaa amunongHasa kapavonatus (AL-amnnovnnos) —

penkoe 3a6oneBaHne ¢ HebnaronpPUATHBIM MPOrHO30M.

Bpauun lwmnpokoro npoduna v NpakTUKyLWMe KapaAnoaorn HegoCcTaToYHO 3HAKOMbI C 9TOM HO300rnyeckom popmon. Auva-
FHOCTMYECKMMW KJllo4aMM CiyXaT rMnoanacTonmyeckas cepaevyHas HegoCTaTOYHOCTb, TSXENbIE apUTMUN, CUCTEMHOCTb
nopaxeHns (BOBJIEYEHMNE MOYEK, KOXM, Nepndepmnyeckmux HepBOB, NErKUX N SHAOKPUHHBIX XeNésd). [JnarHo3 fonxeH ObiTh
BepudMUMPOBaAH HA OCHOBAHUK PE3yNbTaTOB MarHUTHO-PE30HAHCHOW TomMorpadum n mMopdoaorM4eckoro nccnegoBa-
HUs cepaua. B okpalweHHbIx TModpnasmHoM T npenapatax npu JIOMUHECLEHTHON MUKPOCKOMUN 0BHapYXMBaETCS CreLun-
duryeckoe 3enéHoe ceeveHue. NPorHo3 ansa Xn3Hu HebnaronpUSaTHLIN: CMepTb HacTyrnaeT OT HekypabesbHbIX apuUTMUIA U
CepaeyHOn He,OCTaTOYHOCTH.

Kntoyesbie cnoBa: pecTpukTuBHas kapanonatus, AL-amnion[os, AMacToM4eckasl cepaeyHas He4oCTaToO4HOCTb, e-
puop6uTabHas rnypnypa
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Restrictive amyloid cardiopathy (AL-amyloidosis) is a rare disease with an unfavorable prognosis. General practitioners
and practicing cardiologists are not familiar enough with this nosological form. Diagnostic keys are hypodiastolic heart fail-
ure, severe arrhythmias, systemic lesions (involvement of kidneys, skin, peripheral nerves, lungs and endocrine glands).
The diagnosis should be verified based on the results of magnetic resonance imaging and morphological examination of the
heart. In thioflavin-stained T preparations, a specific green glow is detected during luminescence microscopy. The progno-
sis for life is unfavorable: death occurs from non-curable arrhythmias and heart failure.
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Al - apTepuanbHoe gaBneHue

AK -amunoungHaa kapauonaTtus

ANT - anaHnHoBas aMMHoTpaHcdepasa
AM® - aHrMoTEeH3UHNpeBpaLaowmii GepMeHT
MPT — MarHMTHO-pe3oHaHCHas ToMmorpadus

pCK® — pacyéTHasa CKOpOCTb kKNyb6oukoBOW ubTpaumn
TTr — TMPEOTPONHbIA FOPMOH

XBnN — XpoHuyeckas 6one3Hb noyek

NT-proBNP - HaTpuitypeTmyeckmin nentug

TnI — KapAnanbHbI TPOMOHMH

nporemaa amuioupa B PassfindHbIX OpraHax u

TKaHax. OH nopgpaspensieTcd Ha MNEepPBUYHbIV
(voanonaTnyeckunin) 1 BTOPUYHbIA (BCneacTeBue Xpo-
HUYecKux 3abosieBaHunii), a TaKKe Ha JIOKasbHbI U
CUCTEMHbIi C NMopaXeHMeM MapeHXUMaTo3HbIX Op-
raHoB, MbilIL, BKJIIOYasa ceppaue, U HepBHbIX BOJIO-
KOH. AMunoungHasa kapavonatua (AK) nposensetcs
HapyWeHUsMN puTMa, CepAeyYHOW HeaoCTaTOYHO-
cTblo. 3a6oneBaemMmocTb coctaensaeT 10 cny4yaeB Ha
1 000 000. MpoueHT HepacNnO3HAHHOIO MPU XU3HU
amunonpgo3sa pgocturaetr 52,2. OcHoBHble MOpPQdO-
nornyeckne ¢dopmbl AK: 1) kapauonarunyeckaa —
AL-amunoupa B mMuokapae (pecTpuKTUBHas Kap-
AvoMMuonaTtuss C CepAaeyvyHOr HeAoCTaTOYHOCThbIO);
2) HenponaTuyeckas — ATTR-amunoup B nposoasi-
e cucteme cepaua, nepukapae, knanaHax, Kopo-
HapHbIX apTepusax. B Mnokapae amunong MoxeT n He
oGHapyxuBaTtbcs [1-4].

Bcnepcrteme pgmacTtonuyeckonm  guchyHkuum, né-
rOYHOW TMNEPTEH3UN N TKENBIX XENYA0UYKOBbLIX apuT-
MW n3Ha4YanbHO pa3BMBaETCH MaHUbecTHas OUBEH-
TPUKYNApHaa cephevyHass HefloCTaTO4HOCTb, Torga Kak
CUMMTOMATMKa JEBOXENYO04YKOBON HEeOOCTAaTOYHOCTU
ctépTta. AK aBNSEeTCS COCTaBHOM 4aCTbKD CUCTEMHOIO
amunongo3sa ¢ npucywmmmn emy XbI, manbabcopbumen,
KOXHbIMW MOPaXeHUsMK (remopparuu, naTHa, y3enko-
Bbl€ 9/IEMEHTHI), NoanHenponaTtunen [5]. AnarHocTuka n
nevyeHve AK 04eHb CNOXHbI, YTO UNIOCTPUPYET CRneayio-
Liee KnMHMyeckoe HabnwaeHme.

Amvmovmos — BHEKJIETOYHOE OTJ/IOXXEeHUEe ININKO-

MaumeHtka K., 71 roga, rocnutanmampoBaHa c Xxasno-
6amMu Ha oApbILIKY NPY HEGONBLLMX HArpy3kax, BblpaXeH-
Hyt0 06LLyto cnabocTb, OCUMNIOCTL rofioca, ancdarunio Ha
YPOBHE rnoTkn 6e3 NoNépxmeaHuns, NnapecTe3nm B KUCTHAX
1 cTonax, 60/5b B MOSICHULE, CHUXEHME anneTmuTa, noxy-
baHve Ha 13 kr 3a 2 roga, nepuopbuTanbHyto nypnypy.

N3 aHamHe3a: Hannyme XPOHNYECKNUX BOCNANUTENb-
HbIX 3ab6oneBaHnin oTpuuaet. B TeuyeHne 14 net ctpa-
nana aptepuanbHon runepteHsveinn oo 190/100 mm pT.
CT., KOTOpasa nocnegHne 2 roga CMeHunacb rmnoToHU-
eli no 100/60 mm pT. cT. MosiBUNMCH NepnopobuTanbHble
rMnepnurMeHTaumns KoXu U CNOHTaHHble KPOBOMOATE-
K1, CHM3WUNCS anneTuT. B TeyeHune nonyroga 6ecrnokoaT
ouncdarus, ocunaocTs ronoca, 601 B NOSCHULLE 1 nape-
CTe3nn B KOHEYHOCTAX. B aHanm3ax KpoBu, Npu ynbTpa-
coHorpadunn NaToNorMyecknx U3MeHEeHUM He BbISIBAEHO.
HeBponoroMm yCTaHOBAEH AuarHO3 WANONATUYECKOM
CEHCOMOTOPHON HenponaTuu; Ha3Ha4yeHbl BUTaAMUHbI
rpynnel B n neHtokcudunnnH 6e3 adpdekta. B nocnea-

Hee BpeMsi pe3ko yCUInInch napectesnn, oaplika, 06-
was cnabocTb, opTocTaTnyeckme peakumn. NMpucoean-
HUJINCb CUHKOMaJIbHble COCTOSIHMSA CO CHUXeHnem ALl oo
60/40 mm pT. cT. Ha BKTI': PQ 0,22-0,24 ¢, QS-komnnekc
1 noabém cermeHTta ST Ha 1 MM B oTBeaeHusx lll, aVF,
Vo—-V,4, NOANTOMHbIE XENyAO04YKOBblE 3KCTPaCUCTONbI
(puc. 1). 3anopo3peH MHGaPKT MrUokapaa.
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Puc. 1. KT naymeHTkm K.

Mpn nocTynaeHun: COCTOSHNE CPEeaHEN TSXEeCTWU.
BbIHY>XAEHHOE NOSTOXKEHNE C NMPUNOOHATLIM N3F0JIOBLEM.
AKpOLMAHO3, rMnepnMrMmeHTaumsa, neTexmm n aKXMmMossbl
B nepuopbuTanbHblx 06nacTsax, nanynabl Ha KOXe Bek
(«rnasa eHota», puc. 2). MNacTo3HOCTb FroneHen n cTon.
Cuna Bcex rpynn Mbllly, CHMUXeHa. YacTtoTa AbixaTtesb-
HbIX OBUMXEHUI 22 B MUHYTY. B HUXHUX oTOoenax nerkmx
BbICNyLUIMBAIOTCA ocnabneHHoe Be3nkysapHoe AblXxaHue
1 BNIaXHbIE HE3BYYHbIE MENKOMNy3bipyaTbie Xxpunsbl. LLen-
Hble BeHbl Habyxwwure. Pasamepbl cepaua He yBENYEHbI.
ToHbl cepaua rnyxue, Bo Il mexpebepbe crnipaBa CUCTO-
nuyeckuii Wwym 6e3 nppaguaumn. Taxmkapamsa oo 88 B
MWHYTY, 5-6 9KCTpacucTton B MWUHYTY. ApTepmanbHoe
naeneHue 80/60 mm pT. cT. JleBas noaba3blivyHASA CIIOH-
Hasa Xenesa yBenuM4eHa OO pa3mepa rpeukoro opexa,
6e360/1e3HEHHAs, HE CNasiHa C OKPYXXatoLLMMUN TKaHAMU.
[MeyeHb 1 ceneséHka He yBesIMYEHbI.

Puc. 2. TunepnurMeHTaums, netTexmm n akKXxmmosbi
B nepmnopobuTtanbHbix 061acTsx («rnasa eHoTa»)
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B aHanusax kposu: apuTpounTsl 3,03x10'2/n, remo-
rnobuH 93,4 r/n, usetoBoi nokasatenb 0,92, cbiBOPO-
TOYHOE Xene3o 6,2 MKMONb/N (HUXHAS rpaHmua HOPMbI),
runoansOymuHemMust 0o 28 r/n, NOBbILEHNE AKTUBHO-
ctn AT po 71 Ep/n, ypoBHS kpeaTuHuHa go 1,9 mr/an
(pCKD 26 mn/mun/1,73 M2) u TTT go 8,72 MEa/n, cHu-
XeHne cBobogHoro T4 Ao 7,24 nmonb/n. CytoyHas no-
Teps 6enka ¢ moyon 0,5 r. ConepxarHne NT-proBNP B
KPOBW HE ONPeSENIEHO MO TEXHUYECKMM MPUYNHAM.

Mpn ynbTpacoHorpadum: acumt B 06bEMe 600 mn
6e3 renato- M CMAeHOMEeranuun; LWUTOBMOHAA Xene-
3a rMnoaxoreHHasi, e€ 06bEM He M3MEHEH. Mo AaHHbIM
OxoKT: punataumsa oboux npepcepamin oo 50-55 mm,
pasmepbl XenyaoykoB B HopMe. CTeHka NeBOoro Xeny-
[04Ka N MexoKenynoykoBasi neperopoaka yToseHbl 40
28-30 cm, npasoro xenypoyka — o 8 mMm. B mmnokapae
onpenensitoTcs MeJslkMe TUMepaxoreHHble BKJIOYEHUS.
OuaroB runo- M aknHesnm He oBHapyxeHo. Ppakuuns
Bbibpoca 50 %, E/A >2,5 (npn3Hak pecTpUKTUBHOM Kap-
anomMmuonatum). YMEPEHHO BblipaXeHHbIN rugponepu-
kapa. OKIM-MOHUTOPWHI: CUHYCOBasi Taxnkapaus, 6onee
14000 xenyao4KkoBbIX 3KCTPACUCTON (MOAUTOMHbIE, Ky-
nneTbl, TPUNNETbI, BUreMUHUA). 3HAYUMbIX CMELLEHUIA
ST He BbiiBNeHo. MPT rofioBHOro mo3ra 6e3 uaMmeHeHUi.

Takmm 06pa3oM, y 60bHO BbISIBAEHbI TMNOANACTO-
nnyeckas cepaeyHas HefoCTaTOYHOCTb, nepuopbuTanb-
Hble TMNepnUrMeHTaLms U remopparnn, CEHCOMOoTOop-
Has nonuHenponaTus, NPOTEUHYPUS, HOPMOXPOMHas
aHemMus, NepBUYHbIA TMNOTMPeod. [launeHTky [0006-
cnepoBanuv Ha npeameTt amunonaosa. Mo gaHHbiIM MPT
cepaua, BbISBIEHO XapakTepHOe HepaBHOMEPHOe pac-
npeneneHne ragonnHusa B mMuokapae [6]. B npsamon
Kuuike HannaoeH AL-amunnong,

AwnarHos: uguonatuyeckmin CUCTEMHbI AL-amu-
IoMa03 C nopaxeHnem cepiua (PecTpukTuBHaa Kap-
auoMmonaTtuvsa, 4actas MonuTOMNHas  KenyoovykoBas
9KCTPacUCTONMS,  aTPUOBEHTPUKYNApHas  OGnokaga
1- cTeneHu, XpoHW4Yeckasi HeLOCTaTOYHOCTb KPOBO-
obpaweHns 26 ctaguu, 3 GYHKUMOHANBHOMO Knacca rno
NYHA), nodek (XBIM, pCKd=26 mn/mun/1,73 m2), xe-
JIYO04YHO-KULWEYHOro Tpakta (mManbabcopbums), WuTo-
BUOHOW Xenesbl (NepBUYHbIA CyOKOMMEHCUPOBaHHLIN
rmnoTupeos), nepudepunyeckas NoONMHENPONaTns, HOp-
MOXPOMHas aHeMusl.

HasHaueHbl nponadeHoH no 300 mr/cytku, 6uco-
nponon no 1,25 mr/cytkun, na3ukc no 20 Mr 4epes AeHb,
BepoLwnupoH no 50 Mr/cyTku, TpumeTasnamH rno 60 mr/
CYTKW, 3YTUPOKC MO 75 MKr/CyTKWN, KPEOH, ManbTodep,
BUTaMWHbI rpynnbl B, nHdy3um 20 % pacteopa ansbymun-
Ha, HyTpukomn-daribep nukena. Ha poHe neveHns kKo-
JINYECTBO XENYA04YKOBbIX 9KCTPACUCTON YMEHbLUUIOCH
He3HauYnTeNnbHO, B CBA3M C 4eM Obina 3anjaHvpoBaHa
MMmnnaHTaums kapavosepTtepa-gedunbpunnartopa. Kop-
pekums aHTUapUTMUYECKOI Tepanuu ConpoBoXaanach
yxyauweHvem remogmHamukm. Cnycta 7 cytok 6onbHas
CKOH4Yanacb o1 Gubpunnaumn xenynoykos. MNpu ayTon-

Awrepa'rypa/References
Kristen A. V. Amyloid cardiomyopathy. Herz. 2020;2(27).
https://doi.org/10.1007/s00059-020-04904-4

2. Povar-Echeverria M., Auquilla-Clavijo P. E., Povar-Mar-
co B. J., Moreno-Esteban E. M., Figueras-Villalba M. P.
Cardiac amyloidosis: a review of a series of cases. Arch.
Cardiol. Mex. 2020;90(3):259-265.
https://doi.org/10.24875/ACM.19000238

3. Garcia-Pavia P., Dominguez F., Gonzalez-Lopez E.
Transthyretin amyloid cardiomyopathy. Med. Clin. (Barc).
2021;156(3):126-134.
https://doi.org/10.1016/j.medcli.2020.06.064

4. Agha A. M., Parwani P., Guha A., Durand J. B., llies-
cu C. A. [et al.]. Role of cardiovascular imaging for the
diagnosis and prognosis of cardiac amyloidosis. Open
Heart. 2018;5(2):e000881.
https://doi.org/10.1136/openhrt-2018-000881

5. bnarosa O. B., Hegoctyn A. B., Cepos B. IN., KoraH E. A.,
Mawa C. M. [n ap.]. KnuHnyeckne mackv amunougosa c
nopaxeHvem cepaua: 0COOEHHOCTM AMAarHOCTMKM Ha Co-
BpPeEMEeHHOM aTane. Pocculickull kapOuosoau4yeckul xyp-
Han. 2017;2(142):68-79. [Blagova O. V., Nedostup A. V.,

CUWN BbISIBIEH FeHepanu3oBaHHbIi aMuionaos (Koxa,
NErkme, KULWeEeYHUK, NMOYKW, LMTOBUAHASA Xenesa, non-
YenloCcTHast CIOHHAas Xxenesa) C NPeuMyLLecTBEHHbIM
nopaxeHnem cepaua, CyXeHune KOPOHapHbIX apTepun
Ha 30 %. Takum 06pasom, KIMHNUYECKUIA 1 NaToNoroaHa-
TOMUYECKUI ANarH03bl COBNAAN MOJIHOCTbIO.

Y GonbHO aMunongo3 MaHudecTrupoBan BereTa-
TUBHOWN HeBponaTtuen. Pas3Butmne CTomKom aprtepuab-
HOW FMNOTOHUU Y NAUMEHTKN, 40 TOro AJINTENBHOE Bpe-
MS1 CTpajaBller apTepuanbHON rmnepTeH3nen, Morno
Obl cTaTb LEHTPOM kpyra anddepeHumnanbHo-gmarHo-
CTMYECKOro nomcka, B KOTOPbIA BXOAUT U aMUNOUA03.
OpgHako nuvLlb NpUcoeanHEeHNe TAXENON apuTMnm, cep-
[EeYHON HeJOCTaTOYHOCTM M KOXHbBIX CUMNTOMOB («rna-
3a eHoTa») SBUI0OCb NOBOAOM A5 LefieHanpaBieHHOoN
OVarHocTuky Tesaypuamosa. Knioyamu nocnyxunm cu-
CTEMHOCTb NMOPaXXEHNS 1 OTCYTCTBUE UHbIX «MPUUYNHHBIX>
3aboneBaHuii. narHos 6611 BEpUOULMPOBAH AaHHBIMU
MPT cepaua n 6uoncun. OptoctaTtmyeckas rmMnoTeH3uns
1 CUHKOManbHblE COCTOSIHNSA 00YCNOBIEHbI HU3KMM Cep-
[e4HbIM BIOPOCOM U TAXENOM apUTMUEN.

AL-amunonpgo3  otnnyaetcs  HebnaronpusiTHbIM
nporHo3om. OTpuuartenbHble MPOrHOCTUYECKME Mpu-
3Haku — nosbliweHne yposHer NT-proBNP n Tnl. Heno-
CpenCTBEHHOW NPUYNHOM CMEPTU ABNSIOTCA paTanbHble
apuUTMUK, BbI3BAHHbIE aMWIOUAHOW OUCTPpOdUEn npo-
BOASLLEN CUCTEMbI, N3-3a 4Yero pe3ko CyXeH Tepanes-
TUYEeCKMn amanal3oH dapmnpenapaToB, BKOYas aHTU-
aputmMuku [7, 8].

HasHayeHune 6nokaTopoB AMD 1 aHrMOTEH3UHHBIX pe-
LLeNTOPOB COMPSXEHO C BbICOKMM PUCKOM Pa3BUTUSA TS-
XENOI apTepmnanbHON rMNOTEH3UN. B-afpeH0610KaTOPSI,
AHTArOHUCTbI KanbUMs U OAUFOKCUH Takke mManoaddex-
TUBHbI BCNEACTBUE UX MHAKTMBALMM aMUIOUOHBIMN DU-
Opunnamn. Hambonblunini  kKNuHUYecknii addekT oka-
3bIlBalOT dypocemng n topacemun. Fopaspo 66nbLume
TPYLAHOCTU CBSI3AHbI C JlIeYeHNneM apuTMuii. AMMOOAPOH
OblS1 OTHOCUTEJIBHO NMPOTMBOMNOKa3aH O0NbHON 13-3a Ha-
nmynsa  cyOGKOMMEeHCUPOBAHHOIO runoTtupeosa. [lpena-
paT [oelncTBYeT HakoMUTENbHO, a 4S9 KOpAapoHM3auuun
He ObINO BpeMeHu. beicTpoaeiicTeyowmii nponadeHoH
B CpefHern gos3e Takke okasancs mManodaddekTBHbIM.
MmMnnaHTauns kapanosepTepa-aedbmnbpunnsatopa He Bbl-
nosiHeHa n3-3a cmepTn 6onbHON. BHe3anHas cepaeyHas
cMepTb naumeHToB ¢ AK HacTynaeT n3-3a anekrpoMmexa-
HMYECKOW amMccoumaummn, nosToMy yCTaHOBKA Kapamo-
CTUMYNSATOPA HEe CHMXaeT netanbHocTn [9-13].

3akntoyeHue. CeoeBpeMeHHasa anarHoctmka AK aB-

nsgetcs 3anorom apPeKTUBHOCTU €€ neveHuns. AK gonx-
Ha ObITb BKJIlOYEHA B AndpepeHLmnanbHo-aAnarHocTmye-
CKMI MOUCK BO BCEX Cllyyasax «MOAMOMNATUHECKUX» apUT-
MU 1 cepaevyHoO He,OCTaTOYHOCTH.

ABTOpbI 3a9BNASAIOT 00 OTCYTCTBUM KOHDANKTA UH-
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Sedov V. P, Kogan E. A, Pasha S. P. [et al.]. Clinical
masks of amyloidosis with the heart involvement: modern
diagnostic issues. Rossijskij kardiologicheskij zhurnal. —
Russian Journal of Cardiology. 2017;2(142):68-79. (In
Russ.)].
https://doi.org/10.15829/1560-4071-2017-2-68-79

6. Oda S., Kawano Y., Okuno Y., Utsunomiya D., Nakau-
ra T. [et al.]. Base-to-apex gradient pattern of cardiac im-
pairment identified on myocardial T1 mapping in cardiac
amyloidosis. Radiol. Case Rep. 2018;14(1):72-74.
https://doi.org/10.1016/j.radcr.2018.09.025

7. Lilleness B., Ruberg F. L., Mussinelli R., Doros G., San-
chorawala V. Development and validation of a survival
staging system incorporating BNP in patients with light
chain (AL) amyloidosis. Blood. 2019;133(3):215-223.
https://doi.org/10.1182/blood-2018-06-858951

8. Aimo A., Buda G., Fontana M., Barison A., Vergaro G. [et
al.]. Therapies for cardiac light chain amyloidosis: an up-
date. Int. J. Cardiol. 2018;271:152-160.
https://doi.org/10.1016/j.ijcard.2018.05.018

9. Di Giovanni B., Gustafson D., Adamson M. B., Delga-
do D. H. Hiding in plain sight: cardiac amyloidosis, an



MEAULUHCKUA BECTHUK CEBEPHOTO KABKA3A MEDICAL NEWS OF NORTH CAUCASUS

2022.T.17. Ne 1 2022. Vol. 17. Iss. 1
emerging epidemic. Can. J. Cardiol. 2020;36(3):373-383. 12. Palladini G., Milani P., Merlini G. Management of AL
https://doi.org/10.1016/j.cjca.2019.12.015 amyloidosis in 2020. Blood. 2020;136(23):2620-2627.

10. Rysava R. AL amyloidosis: advances in diagnostics and https://doi.org/10.1182/blood.2020006913
treatment. Nephrol. Dial. Transplant. 2019;34(9):1460- 13. Garcia-Pavia P., Rapezzi C., Adler Y., Arad M., Basso C. [et
1466. https://doi.org/10.1093/ndt/gfy291 al.]. Diagnosis and treatment of cardiac amyloidosis: a po-
11. Tuzovic M., Yang E. H., Baas A. S., Depasquale E. C., sition statement of the ESC Working Group on Myocardial
Deng M. C. [et al.]. Cardiac amyloidosis: diagnosis and and Pericardial Diseases. Eur. Heart J. 2021;42(16):1554-
treatment strategies. Curr. Oncol. Rep. 2017;19(7):46. 1568.
https://doi.org/10.1007/s11912-017-0607-4 https://doi.org/10.1093/eurheartj/ehab072

Moctynuna 02.07.2020

CBeaeHus 06 aBTopaX:

LynbnekoBa tOnust OneroBHa, kKaHAMAAT MEAULIMHCKUX HayK, AOLEHT Kadeapbl NponeaeBTUKN
BHYTpeHHWUX bonesHeli neyebHoro dakynbteta; Ten.: 89036140324; e-mail: jshulpekova@gmail.com

BapaHoB Cepreit AnekceeBuY, KaHAMAAT MEANLMHCKUX HayK, AoUeHT; Ten.: 84954264342; e-mail: brunhild1958@mail.ru
HeuyaeB BnagnmMmp MmnxainoBuy, KaHANAAT MEAUUMHCKUX HayK, AoUeHT; Ten.: 89165037391; e-mail: brunhild1958@mail.ru
Cynpsira ViBaH BnaaMmupoBuy, cTyaeHT nedebHoro dakynbteta; Ten.: 89099577697; e-mail: burnout008@me.com

flkywnHa MpuHa MBaHOBHA, KaHAMAAT MEAMLMHCKUX HayK, AOUEHT kadeapbl 06LeCTBEHHOrO 340P0Bbs
1 3apaBooxpaHeHus uM. H. A. Cemawko; Tten.: 89057199590; e-mail: iryakushina@yandex.ru

[apaeBa AMuHa CynTaHOBHa, AOKTOP MeAMLMHCKUX HayK, AOLEHT, npodeccop kadeapsbl;
Ten.: 89269000076; e-mail: garaeval972@mail.ru

© KonnekTtne aBTOpoB, 2022

YK 616.24-008.8-06:612.017-008.64-053.2

DOI - https://doi.org/10.14300/mnnc.2022.17023
ISSN - 2073-8137

KAWHUYECKUA CAYHAU AETOMHOTO AAbBEOAAPHOTO NMPOTEUHO3A
Y PEBEHKA C NEPBUMHbBIM UMMYHOAEPULLUTOM

H. A. UabeHkoBa !, O. C. KoHnonaesa !, O. C. XuryHosa 2

1 KpacCHOSAPCKUi roCYAQpPCTBEHHbIN MEAULLUHCKUI YHUBEPCUTET
MM. npodpeccopa B. ¥. BomHo-AceHeukoro, Poccuinckas Peaepaums

2 ropoackas KAMHu4eckas 6oAbHMLAa Ne 20 um. U. C. Bep3oHa, KpacHospck,
Poccunckas Peaepaums

CLINICAL CASE OF PULMONARY ALVEOLAR PROTEINOSIS
IN A CHILD WITH PRIMARY IMMUNODEFICIENCY
llenkova N. A. ', Konopleva O. S. ', Zhigunova O. §. 2

V. F. Voino-Yasenetsky Krasnoyarsk State Medical University,
Russian Federation
2 City Clinical Hospital Ne 20 named after I. S. Berson, Krasnoyarsk, Russian Federation

JleroyHblin anbBeONApHbLIN NpoTenHos (J1AMN) — peakoe 3abosieBaHMe NErknx, Xxapakrepuayoleecs AMC@yYHKUMEN anb-
BEOJIAPHbIX MakpodaroB 1 HAKOMJIEHWEM B asbBeoJsiax cypdakTaHTa. B knMHMyeckom HabnoaeHN NpoaeMOHCTPUPOBaH
penkuii cnyyain JIAM y pebeHka paHHero Bo3pacTa, NoATBEePXAeHHbIN MHCTPYMEHTaNbHbIMU 1 MOPdOIOrMyeckuMmn MeTo-
[amMu nccnenoBaHus.

KrnroyeBbie ciioBa: 1€roYHbIv aﬂbBEOﬂﬂprllZ rpPOTEenNHO3, KJIINHUKa, AnarHocTtuka, Aetv

Pulmonary alveolar proteinosis is a rare lung disease characterized by dysfunction of alveolar macrophages and accu-
mulation of surfactant in the alveoli. In the given clinical observation, a rare case of pulmonary alveolar proteinosis in a young
child was demonstrated, confirmed by instrumental and morphological methods of research.

Keywords: pulmonary alveolar proteinosis, clinic, diagnosis, children
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