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Pesome

TepMUH «aMUITOUI03» OOBEAMHSIET TPYIITY PEIKUX 3a00JIEeBaHUI, KOTOPBIE XapaKTepU3yIOTCs] BHEKIETOYHBIM OTJIOKEHUEM CITEU(MIIECKOTO
HepacTBOPUMOro (GpudpuusipHoro Gejnka amuionna. AMWIONIO3 Jerkux uerneil (AL-amuionno3) — oaHa u3 Haubosiee pacIpOCTPaHEHHBIX
1 TSDKEJTBIX (DOPM BTOM TTATOIOTHH, TIPA KOTOPO# TOpakaroTcs cepate (y MOJaBIISIONIEro OOMBIIMHCTBA OOIbHBIX), TIOUKHU, JKEIyTIOTHO-KUIIeT-
HBIIl TPaKT, HEPBHAsI cUCTeMa, KOoxXa. be3 JiedeHus] OT MOSIBJICHUS TIEPBbIX CUMIITOMOB MOPaXeHHUsl cepiiia 0 JIETATbHOrO MCX0Ia MPOXOIUT
ot 6 10 12 mec. TpyaHocTH IMarHOCTUKU AL-aMmIonao3a o0ycI0BIEHB MHOT000Opa3sueM 1 HeCIIeHU(MUIHBIM XapaKTePOM KIIMHMYECKUX ITPOSIB-
JICHUI, HEOOXOMMMOCTBIO TIPUKU3HEHHON Mopdosiornieckoil BepuduKanuyu auarHoza. Bo3MOXHOCTU JieUeHUsT aMUJIONIO3a CYIIECTBEHHO
paCIIMPWINCH B ITOCJEIHEE BPeMsl M MO3BOJIMIM PaauKalbHO M3MEHUTh MPOrHO3 3a00JIeBaHMsI, OMHAKO Ha 3G dEKT Teparmiy MOXHO PACCUUThI-
BaTh TOJIBKO TP PaHHEH TMATHOCTUKE W OTCYTCTBUU HEOOPATUMOTO MOPaXeHUsT OpraHoB. Lleabio paboThI SABISIACH IEMOHCTPAITHS CTOKHOCTH
JIMATHOCTUKY Y BO3MOXHOCTH JiedeHMsi AL-aMuionao3a B ciiyyae ero CBOEBpeMEHHOTO BbIsIBJICHMs. 3akmodyenue. [IpencTaBieHHOe KIMHUYE-
CKO€ HaOJIIoeHNE JEMOHCTPUPYET MOTEHLINA MYIbTHANCLIMILIMHAPHOIO IMOAX0a B pAHHEN IUATHOCTUKE U JeuyeHnn AL-amuionmosa.
KnroueBbie ciioBa: AL-aMuionno3, IMarHoCTUKa, JIeYeHNUE.

KondamkT uarepecoB. KoHOIMKT MHTEpECOB aBTOpaMU He 3asiBJICH.

®unancuposanue. VccnenoBanre MpoBOAMIOCH O€3 yUacTUsI CIIOHCOPOB.

Druyeckas skcnepTusa. JlaHHast MyoIMKalus He TPOTUBOPEYUT ITUIECKUM HOPMaM, MMeeT OIMcaTeIbHbII XapaKTep M He 3aTparuBaeT JIUIHBIX
MHTEPECOB MAIMEHTa, BCE TaHHbBIE KOTOPOTO 00E3TMUEHBI.
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Abstract

The term “amyloidosis” unites a group of rare diseases characterized by extracellular deposition of an insoluble fibrillar protein amyloid. Light chain
amyloidosis (AL amyloidosis) is one of the most common and severe forms of this pathology that affects the heart (in the vast majority of patients),
kidneys, gastrointestinal tract, nervous system, and skin. Without treatment, it takes from 6 to 12 months from the appearance of the first symptoms
of heart damage to death. The diagnosis of AL amyloidosis is challenging due to the variety and non-specific nature of clinical manifestations and
the need for morphological verification of the diagnosis. The possibilities of treating amyloidosis have significantly expanded recently and have made
it possible to radically change the prognosis of the disease. However, the therapy can only take full effect with early diagnosis and the absence of
irreversible organ damage. The aim of the work is to demonstrate the complexity of diagnosis of this condition and the available treatments for the
timely identified AL amyloidosis. Conclusion. The presented clinical case demonstrates the potential of a multidisciplinary approach for early
diagnosis and treatment of AL amyloidosis.

Key words: AL amyloidosis, diagnosis, treatment.

Conflict of interests. The authors declare absence of conflict of interests.

Funding. The study was conducted without a sponsor.

568 MynbmoHonorus « Pu’monologiya. 2025; 35 (4): 568-576. DOI: 10.18093/0869-0189-2025-35-4-568-576


https://crossmark.crossref.org/dialog/?doi=10.18093/0869-0189-2020-30-5-519-532&domain=pdf&date_stamp=2020-10-10

3ametku u3 npaktuku « Clinical cases

Ethical review. This publication does not contradict ethical standards, is descriptive in nature and does not affect the personal interests of the patient,

all of whose data is anonymized.

Acknowledgments. The authors express their gratitude to Doctor of Medicine, Professor E.S.Stolyarevich for assistance in assessing kidney biopsy

material and technical support.
© Fesenko O.V. et al., 2025

For citation: Fesenko O.V., Lyapkova N.B., Osminina A.Yu., Chernov M.Yu., Romanov V.P., Fursov A.N., Drozd M.V., Pop V.P. Difficulties in
diagnosing and treating AL amyloidosis: case from practice. Pul’monologiya. 2025; 35 (4): 568—576 (in Russian). DOI: 10.18093/0869-0189-2025-

35-32-4-568-576

CucrteMHBIe aMWJIOUIO36I TIPEACTABISIOT COOOI pac-
CTpOMCTBA pa3JMYHON 3TUOJIOTUM, OOYCIOBJIEHHBIE
CUHTE30M M aHOMaJIbHbIM BHEKJIETOUHBIM OTJIOXEHU-
€M MaTOJIOTUYECKHN CTPYKTYPUPOBAHHBIX OEJIKOB B pa3-
JINYHBIX OpPTaHaX U TOCICAYIONINM TSIKEJIBIM UX MOBPE-
xkneHneM. K HacTosieMy BpeMeH! YCTaHOBJIEHO OKOJIO
30 maToJOTUYECKUX TUIIOB OCHOBHOTO (hUOPUILISIPHOTO
oenka amuitouaa [1]. ITpu aToM aMUIOMI03 JETKUX 1ie-
neii (AL), paHee Ha3bIBaBIIMUIACS TTIEPBUYHbBIM, SIBJISIET-
Csl OMHOM M3 HamboJiee PacIpOCTPAHEHHBIX U TSIKEJTbIX
¢dopm, nmopaxarouux npuMepHo 10 yeaoBek Ha 1 MIH
B ron [2]. AL-amwionno3 npeacTasisieT codoit 3adoeBa-
HHE TJIa3MaTHYeCKUX KIIETOK, TP KOTOPOM HEOOJIBIIIONM,
MeIJIEHHO TTponaudepupyolInii KJIOH, HaXOAIIIUACS
B KOCTHOM MO3re, CEKPEeTUPYET HECTaOMIbHbIC JIETKUE
Lenu uMMyHoriaooyauHa (Ig). Otu amunougoreHHbIe
CBOOOIHBIC JICTKHE LEITM MOTYT IIPOHUKATh B mepude-
pUUYECKUEe OPTaHbl, TIPUBOIS K TSKEION MUCGHYHKIINMN.
B nmatonormnyeckuii mporecc 00ObIYHO BKIIOUAIOTCS IMTOYKU,
cepilie, JIETKUE, XKeTyT0YHO-KUIIIeUHbII TpaKT 1 HepBHAsI
cuctema [3].

CuMnTomMaTKa aMIJIOUI03a, 3aBUCSIIAsI OT OpraHa,
MPEUMYIIECTBEHHO BOBJIEYEHHOTO B 3a00/ieBaHKE, BO3HU-
KaeT Ha (hOHEe MHOKECTBA HeCITeMMUIECKUX TTPOSIBIICHUI
(JImxopaznka, IToTepst MacCHI Tejla, TTOBBIIIICHHAS YTOMIISI -
€MOCTb), YaCTO HEBEPHO TPAKTYEeMbIX, YTO 3aTPYIHSET
JIMATHOCTUKY M 3aIepKMBaeT Hauajo JeyeHust. HauGonee
4acTo BCTpeYaeTcst cepievHasi HeoCTaTOYHOCTh C COXpa-
HEHHOI (pakimeil BEIOpoca, TPOTEMHYPUS B IIpOTpaM-
Me He(hpOTUIECKOTO CUHIPOMA, YBEIMICHUE Pa3MEPOB
DPa3IMYHBIX OPraHOB BCJIEACTBUE OTIOXKEHUS aMUJIOUIa
(reratomeranusi, MaKpoTJIOCCHs, YBEIMUEHHNE CITIOHHBIX
xene3 u T. 1.). [TopaxxeHne cepaua, HECOMHEHHO, SIBJISI-
€TCsl OCHOBHBIM (haKTOPOM, OIPEICIISIONINM IIPOTHO3a
3abosieBaHus [2—4]. K coxaneHuio, mpuOJIM3UTEIbHO
y 70 % manueHTOB Ha MOMEHT YCTAaHOBJICHHUSI IMarHO3a
yKe TopaxkeHo > 1 opraHa, IIpYA 3TOM Pe3KO CHIDKAETCS
3(hGEKTUBHOCTD TEPATTUU, BO3MOXHOCTH KOTOPOI CyIIIe-
CTBEHHO PACIIMPUIKCH 32 MTOCIEIHUE TO/IbI.

Be3 neyeHns OT MOSBICHUS MEPBBIX CUMIITOMOB
MmopaxkeHusI cepamna (4YacTo He AUATHOCTUPYEMBIX)
JI0 JleTalbHOro nucxona npu AL-amuiaonagose poXoauT
oT 6 10 12 mec. HanbGoJee yacThiMu IpUYMHAMU JIETAJIb-
HOTO MCXOJIa SIBJISIIOTCSI BHE3aIHasl CepeuHasi CMepTh
U 3aCTOlHasl ceplieuHast HeA0CTaTOYHOCTh |3, 4].

B Hacrosiiee Bpems sl IeUeHMS TTAIIMEHTOB C M-
arHoCTUpoBaHHBIM AL-aMMIOMI030M HUCHOJb3YETCS
KOMOMHAIIMS MPerapaToB, BO3ACMCTBYIONIMX HA aMUJIO-
TeHHBI KJIOH ITa3MaTUIEeCKUX KJIETOK B KOCTHOM MO3Te,
a UIMEHHO — CITOCOOHBIX YHUUYTOXUTH €T0 M OCTAHOBUTH
BBIPAOOTKY MaTOJOTMYHBIX aMUJIOUIHbBIX JIETKUX LIETeH.

Db eKTUBHAT XUMHUOTEPATTIS MHAYKIINNA MOXET 00ecITe-
YUTb MPOBEACHNUE B TTOCIEAYIOIEM ayTOJIOTMYHOM TpaHC-
IUIAaHTALUU CTBOJIOBBIX KJIETOK [5].

Llenbo paboThl IBUIaCh HEOOXOIUMOCThH CHOKY-
CHpPOBaTh BHUMAaHNE KIWMHUIIMCTOB Ha BCTPEUAEMOCTH
B TTIOBCETHEBHO BpaueOHOM MpaKTUKe U OCHOBHBIX 1 -
arHOCTUYECKUX MOAX0AaX K TaHHOM MaTOJIOTUH, a TakKXKe
JIEMOHCTPAIIUST BO3MOXKHOCTH YCIIeIIHOTO JieueHust AL-
aMWJIONIO3a TIPU €TO CBOEBPEMEHHOM TMAarHOCTHUKE.

Knunuyeckoe HabnroaeHue

[Manuenrt K. 45 ner (1977 roga poxkneHus1), BOEHHOCTYXKAIIIUA,
noctyrui 11.11.22 B @enepaibHOE TOCYIapCTBEHHOE OIOIKET-
Hoe yupexneHue «[ TaBHbII BOGHHBIM KITMHUUYECKUI TOCTTUTAIb
numeHu akagemuka H.H.bypnenko» MunuctepctBa 000pOHbBI
Poccuiickoit denepanmu ¢ xkanodaMu Ha JTMXOPAAKY C 03HO-
0aMM, Cyxoii KallleJib, OABIIIKY TPU MUHUMaJIbHOI Harpyske,
CJ1a0OCTh.

Cuurai ceOs 00JbHBIM B TedeHre 6 Mec., Koraa oopaTu
BHUMaHUE Ha IMOSIBJIE€HUE OTEKOB HOT, OJIBILIKU U YTOMJIsie-
MOCTH MPU TIPUBBIYHON (DU3MUECKON HATrpy3Ke C MOCTEeIIeH-
HBIM CHMXKEHUEM ee nepeHocuMocTu. [1pogomkan paboTaTh,
HECMOTpPSI Ha TO UTO B TeYEHHUE TOCIEIHETO MecsIlia MOsIBU-
JINCH Kalledb U Tuxopanka (cyoheOpuiabHas ¢ MOCTeTIEHHBIM
ycusieHueM 10 ¢peOpunbHbIX 3HaueHuit). [ToBomom K rocru-
TaaW3alMyU MOCIYXUJINU Pe3yabTaThl 3JIeKTpOKaparnorpadum
(DKT) nu xomnbroTepHoii Tomorpaduu (KT), BEIMOTHEHHBIX
1Mo mporpamMme IjiaHoBoi aucrnaHcepusaunu. Ha DKI pe-
TUCTpUpOBaJiach CUHycoBas Taxukapaus (91 B Mmunyry), AV-
6sokana I cremeHu, HU3KUIA BOJIbTaX, «<MHGAPKTOMOTOOHBIe»
n3MeHeHus (puc. 1).

ITo nanubiM KT BbISIBIIEHBI MU3MEHEHMSI, TPAKTOBAHHBIE KaK
TIBYCTOPOHHSISI ITOJTMCETMEHTapHast ITHEBMOHUS, 60Jiee BEPOSIT-
HO, CMEIIIAHHOTO TeHe3a, OCIOXKHEHHas! IBYCTOPOHHUM THIPO-
TopakcoM (puc. 2).

C IMarHo30M OCTPbIii KOPOHAPHBIN CUHAPOM, ABYCTOPOH-
HSIs THEBMOHUSI, BEPOSITHO, BUPYCHO-0aKTepHaJIbHOTO TeHe3a,
NIBYCTOPOHHUI TUAPOTOPAKC, AbIXaTeJbHAasl HETOCTaTOUHOCTh
[—II crermeHy MaMEHT FOCITUTAIU3UPOBAH B OTICICHHUE pea-
HUMaIIUU.

[Tpu mocTynaeHuu: COCTOSTHUE CPEAHEN CTeTNEHU TSKECTH.
Temnepartypa — 37,7 °C. Co3HaHue sicHoe. KoXXHbIi1 TTOKPOB
¢ cepbIM OTTeHKOM. CUMMETpUYHBIC OTEKHU TOJICHEH U CTOII.
ToHBbI ceplia MPUTITYIIEHBI, PUTMUYHBI, ITYMbI HE BBICITYIITHN -
BaMCh. ApTepuaibHoe naBieHue — 100 / 65 mm pr. ct. [Tynabsc —
112 B MUHYTY, pUTMUYHBIA. OTMeYan0Ch MPUTYILJICHUE TTep-
KYTOPHOTO 3ByKa B HIKHUX OTJEJaxX JETKUX ¢ 00erX CTOPOH.
B nerkux gpIxaHue ¢ KeCTKUM OTTEHKOM, OCJIa0JICHO B HUKHUX
oTIenax ¢ 00enx CTOPOH, MPEUMYIIIECTBEHHO CTIpaBa, ¢ 00e-
HX CTOPOH BBICITYIIMBAINCH PaCCesTHHbIE HE3BYUHBIE MEJIKO-
U CpeIHEIy3bIpUaThie BIaXKHbIe XpUTIbl. YacToTa AbIXaTelIbHBIX
nBrkenuii — 20 B Munyty. Cartypauust — 98 %. SI3bIK BIaXXHBIIA,
yuCcThIi. ZKMBOT TIpM MajbIalluy MATKHI, 6€3001¢3HEHHBII
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Puc. 1. Dnekrpokapnuorpamma. CHHYCOBasi TAXUKAPIUSI, YACTOTA CEPIEUYHBIX COKpAIleHuii — 91 B MUHYTY, CHUKEH BOJIBTaXK 3JIEKTPOKAPINO-
rpauueckux 3y010B, aTPUOBEHTPUKYJIsipHast 6jokana | crenenu (PQ — 0,24 ¢) 1o JaHHBIM «IICeBIOMHMAPKTHOI» 3JeKTpoKapanorpabun

Figure 1. Electrocardiogram. Sinus tachycardia, heart rate — 91 per minute, decreased voltage of electrocardiographic waves, first-degree atrioven-
tricular block (PQ — 0.24 s) according to “pseudo-infarction” electrocardiographic data

Puc. 2. KommnbioTepHasi TOoMorpaMma OpPraHoB IPYIHOM KJIETKU MpU
MOCTYIUIEHUU. Bu3yanusupyioTcsi oOIIMpHBbIE 30HBI JIBYCTOPOHHEI
KOHCOIMAauuu Ha poHe TuaApoTOpaKca

Figure 2. Computed tomography of the chest organs on admission.
Extensive areas of bilateral consolidation are visualized against hydro-
thorax

BO BCeX OTHENIax, TeUueHb He BBICTYIIajIa U3-TIoM peOepHoii yTu,
0e30osie3HeHHas. [lepucTanbTrka BbICIYIINBAIACD.

[Mpu nmoctyrneHnn o KOHTPOJIEM YJIBTPa3ByKOBOTO UC-
cienoBanust (Y3) BeImoTHeHA TPaBOCTOPOHHSIS TIIEBPAJTbHAST
MyHKIWsI, 9BakyupoBaHo 1 200 mu TpaHccynata (Tipo3pavyHast
JKeJITOBaTast KUIKOCTh, COIepXaHue Oeslka B KOTOPOi cOCTaB-
qsuto 191 / ;).

OTKJIOHEHUST JTAOOPATOPHBIX TTOKA3aTeIei:

*  HEBBICOKMIA jteiikonuTo3 (9,1 x 10°/ 1n);

*  TAJIOYKOSIIEPHBIN CABUT JIEUKOIIUTAPHOU (DOPMYIIBI BIEBO
O %);

*  ToBbIIIeHNE ypOBHsI C-peaktuBHOTO Oenka 10 116 Mr / Ji;

* He3HauWTeJbHOe TMOoBbIIeHne TporoHuHa T mo 80 HT / 1
(Hopma — 0—50 Hr / ;1) 6e3 IMHAMWKY B TIOBTOPHBIX aHAJTN -
3ax, BBIIOJHEHHBIX yepe3 6 1 (82 Hr / 11);

» mnosbiieHue ypoBHst NT-pro-BNP 10 6 912 nir / m;

* TIOBBIIIIEHUE YPOBHS KpeaTuHWHA 10 120 MKMOJIb / JT (HOp-
Ma — 44—106 MKMOIIB / 71);

* TOBBILIEHUE YPOBHS (hubpuHoreHa ao 6,3 r / 1 (HopMa —
2,0-4,0t / 1).

V nanyeHTa BbISIBIIEH HE(POTUYECKUIT CHHAPOM:
*  TIPOTEMHYpPUS B 00IIeM aHaau3e Mo — 13 1/ 11;
+ cyrouHas npoteuHypus — 10,05 ;
* TuUnomnporerHemus — 1m0 47/ 1;
*  runoaab0ymMuHemus (aab0yMuH — 26 T / 11);
* IOBBILIEHKE YPOBHS X0JIecTeprHa 10 6,7 MMOJIb / JI).

C nepBbIX CYTOK FOCIMTAIM3ALIMY TTAIUEHTA C YYETOM T10-
JIMOPTaHHOTO MOpaxkeHus (cepalle, Jerkue, MOYKM), a TaKKe
0COOEHHOCTE# paboThI (IMTOCTOSTHHOE TTPEObIBAaHNE B 3aKPHITOM
KOHIMITMOHUPYEMOM TTOMEIIEHUH ) IPOBOAMICS AUDhEPeHIIN -
AJIbHBIM JUArHO3 MEXAY MHEBMOHUEN JIETUOHEIUIE3HOU 3TUO-
JIOTUU, MUOKAPIUTOM U aMUJIOUI030M.

JlnarHo3 jeruoHelIe3Hast MH(GEKINs ObUT OTBEPrHYT IpHU
MOJYYEHUU OTPUILIATEJbHBIX Pe3yabTaToOB Ha Legionella pneu-
mophila o TaHHBIM UMMYHOXpOMAaTOTrpaMIeCKOro TecTa MOYKM
Ha aHTUTEHYPUIO, MOKPOTHI 110 TaHHBIM MOJIMMEPA3HOM LIETTHOMI
peakunu, CBIBOPOTKM Ha aHTUTeNa K L. pneumophila.

[Tpu BBITTOJTHEHUHU TPAaHCTOPAKaJIbHON 3X0Kapauorpapumn
obpaiiaiu Ha cebsi BHUMaHUE yBeJIMYEHUE TOMIIMHBI CTEHOK KaK
neBoro (JIZK) (mo 1,2 cM B nuacroiny), Tak u ripaBoro (I12K) (1o
0,6 cM B IMACTONY) KeJTyI0YKOB, MPU3HAKK KOHIIEHTPUYECKOTO
pemonenupoBanus JIXK (MHaekc Macchl Muokapaa — 96 r / M2,
OTHOCUTEJIbHAs TOMIIMHA CTeHKU — 0,52), He3HAYUTEIbHBIN
TepUuKapaUaIbHBIN BBITTOT (PHC. 3) IPU COXpaHEHHON (hpaKIInKu
BbIOpoca JIZK (66 %), HO ¢ HapyLICHUSIMU TUACTOJIUYECKON
(byHKLIMY IO PECTPUKTUBHOMY THUITY.

[Mono6HbIe M3MEHEeHNST HABOAWIY Ha MBICTb O BO3MOXHOM
aMUJIOUI03¢ CEePLIa, TPU 3TOM IMOTPeOOBANIOCH PACIIUPUTH 00b-
eM uccienoBanus. [Ipy onTUMaTbHOM BU3yalIu3aluu cepaia
MMpoBeAcHA OlICHKA MPOIO0JIbHON CUCTOIMYECKO nedopma-
uuu muokapna JI2K ¢ ncnonb3zoBaHuEM TEXHOJIOTUU CIIEKII-
TPEKMHT. 3HAUUTEIbHOE CHUKEHUE TToKa3aTesisl I7100aIbHOI
nponobHoii necopmannu JIK (GLS) no —8,3 % B couetaHuun
C CYIIECTBEHHBIM YBEJIMYEHUEM OTHOCUTEILHOM anmuKaabHOI
MpoaoabHOU nedopmanuu (MHIeKc Relativeapical longitudinal
strain — LS) 10 1,6 yka3bIBaIo Ha BEPOSTHBIIA aMUJIOUIO3 CeP-
nua. [Tpu aHanm3e nuarpaMMbl TUIIA «OBIYUIA TJIa3» XapakKTep
pacrpeneaeHs 3HaYEHMI ITOKa3aTest TpOI0JbHOM nedopma-
LMY TI0 PAa3IMYHBIM OTIeaM cTeHOK JIZK Takske sIBJIsiics: TUIY -
HBIM [UIsl aMmuiion03a cepaua. Onpenensyiuch OTHOCUTEbHO
coxpaHeHHas nedopMaliusi B 00JIaCTH alMKaIbHBIX OTICIOB
U 3HAYMTEJbHO CHUKEHHAs nedopMalimsl B 6a3aJbHbBIX U CPEll-
HUX oTaesax (puc. 4).
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Puc. 3. TpaHCTOpaKLUIbHaﬂ 3XOKHDL[VIOFDZI(1)I/I}L YBenuueHne TOJMMHBI CTEHOK ITPaBOI'0 U JIEBOT'O KEJIYOOUYKOB, KOHIHECHTPUYECKOEC PEMOICIIUPO-
BAaHHUE JIEBOTO XKEJy10YKa YU HE3HAYUTEIbHBIN MePUKAPAAATbHBIN BBIMOT*; MaHeN b A — MapacTePHAIbHAS MO3ULIUSA MO INIMHHOW OCH JIEBOTO Xe-
Ilyﬂ()llKH*; rnaHesnb B — napactepHaJbHas MO3ULUA 1O KODOTKOi’i OCH Ha YPOBHE 0a3aJbHBIX OTIEJOB JIEBOTO KEJTyao4dkKa; raHeIb C — anukanabHast
YEThIPEXKAMEpHas MO3UIUs, ITaHECIb D — anukanbHasi MO3ULIKS MO0 JJIMHHOW OCU JIEBOTO Keaynodka (TDCXKaMepHaSI)

[TpumeuaHue: * — He3HAYUTETbHBIN repuKapanaibHbIi BBITOT.

Figure 3. Transthoracic echocardiography. Increased right and left ventricular wall thickness, concentric left ventricular remodeling, and mild peri-
cardial effusion*. Panel A — parasternal long-axis view of the left ventricle*; Panel B — parasternal short-axis view at the level of the basal left ven-
tricle; Panel C — apical four-chamber view; Panel D — apical long-axis view of the left ventricle (three-chamber view)

Note: * — minor pericardial effusion.

Muk Systolic Strain

Puc. 4. Pesynbrarhl aHaiu3a MpoOAOJIbHOI
cucronnyeckoi aedopMaliiu JeBOro Xey-
JIoUKa TMpU TPAHCTOPaKaIbHOU 2XOKapauo-
rpaguu ¢ MCHOJIB30BAHUEM TEXHOJOIMU
CIEKJI-TPEKUHT. 3HAYUTEIbHO CHUXKEH I10-
Kazarejb T100aJbHON TMPONOIbHON aedop-
maiuu jesoro xenynodka (GLS) no —8,3 %.
Ha nuarpamme tuna «Oblunii r1a3» ormeya-
eTCs TUMWYHBIA [JI aMWJIOWI03a cepjla
XapakTep pacrpelesieHus] 3HaYeHU moka-
3aTe’isi MPOIoJIbHOM fehopMaliuy ¢ OTHOCU -
TEJIbHO COXpaHEHHOI nedopmalueit B oosa-
CTU amnuKaJbHbIX OTIAEJIOB M 3HAYUTEJIbHO
CHUXEHHOI nedopmauueit B 0a3ajibHBIX
U CPEIHUX OTaenax

Figure 4. Results of the analysis of the longi-
tudinal systolic deformation of the left ventri-
cle in transthoracic echocardiography using
speckle tracking technology. The global lon-
gitudinal deformation of the left ventricle
(GLS) was significantly reduced to —8.3%.
The bull’s eye diagram shows the distribution
of longitudinal deformation values typical for
cardiac amyloidosis, with relatively preserved
deformation in the apical regions and signifi-
cantly reduced deformation in the basal and
middle regions
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It yTouHeHus nuartosa 16.11.22 BeinojiHeHa GUOTICUST
JIECHBI U TTOJKOXHOU XMPOBOM KJIETYATKU MepeIHei OpIoLIHOM
cTeHku, 17.11.22 — MarHUTHO-pe30HaHCHAsT TOMOTpadusT cepi-
11a ¢ ranojuHueM. Pe3ynbTaTshl MPOBENEHHBIX UCCIEIOBAHUM
CBUETEJILCTBOBAJIU MPOTUB IMArHo3a aMwionnos. Tak, npu
OKpacke OMOINCUITHOTO MaTepuaia KOHTOPOTOM (C KOHTPOJIEM)
Y TIPU UCCJIEIOBAHUU B TIOJIIPU30BAHHOM CBETE TPU3HAKOB OT-
JIOXKEHUS aMWIOWA B CIM3UCTON 000JI0UKE IECHBI U XKUPOBOI
KJIETYATKE HE BBISIBJICHO.

MarHuTHO-pe30HAHCHOE UCCIEIOBAHUE CEP/ILIA BBIMOJIHEHO
o niporpamme SE B T1-BU u B pexkume nuHaMu4ecKoro (KMHO)
CKaHMPOBAHUS C KOHTPACTUPOBAHUEM B AKCUATILHON U KOCBIX
TJIOCKOCTSIX, ToJuHa cpe3a — 4—5 MM. CoTiacHO MOJTydeH-
HBIM pe3yJbTaTaM, BEPOSITHOCTb AMUJIOMI032 MUHUMAJIbHAS,
MPU3HAKH «... 00Jiee COOTBETCTBYIOT ITPOSIBICHUSIM TTOJIOCTPOTO
MMOKApAUTA C COXPAHEHHOW COKPATUTEJIbHOMN CITOCOOHOCTHIO
MHoKapaa» (puc. S5).

[Ipu moctynieHUU B CTallMOHAp HayaTa JUypeTuyecKast
(dbypocemun), antnbOakTepuaibHas (LedTpUakcoH + jaeBodIoK-
CallMH) U aHTUKOATYJISIHTHas (SHOKCANapyH) Tepamnus B paMmKax
MPO(UIAKTUKY BEHO3HBIX TPOMOO30B 1 3MO0IINIA TPpY HEPPOTU-

Puc. 5. MaruutHo-pe3oHaHcHas Tomorpadust cepaia. Cepatie pacmto-
JIO)KEHO TUIMYHO, YMEPEHHO YBEJIMUYEHO B pa3Mmepax (Kapaumoropa-
KaJIbHBIN MHIEKC — 56 %). MUOKapa paBHOMEPHO LIUPKYJISIPHO YTOJI-
LIeH B 000MX KeJyJouKaxX, Ha YpOBHE MepelHeOOKOBOI CTEHKU Ha

YPOBHE BEPXYLIKM OTMEYAETCS YMEPEHHOE MCTOHUEHUE CTEHKH [0
5 MM Ha nipoTsikeHuu 44 Mm. I1pu KOHTpaCTHOM YCUJIEHUU B CyOaMu-
KapanaJbHbBIX OTIeIaxX IMepeTHe60KOBOM CTEHKN B CpEIHE TPETH OT-
MEYaloTCsl YYaCTKU YMEPEHHOTO TOCTOBEPHOIO HAKOIUIEHMSI KOH-
TPAaCTHOTO BeIlecTBa. B orcpoueHHyio (hasy ONpenesioTcst y4acTKU
YMEPEHHOT0 HAKOIUIEHUsSI KOHTPACTHOTO BEILECTBA B CYOIHIOKAPIU -
aJIbHBIX OTJEJAaXx 110 MEPeIHEN CTEHKE B CPeIHEN TPETH, B 3aIHEO0KO-
BOIl CTEHKE JIEBOrO KeJyIOouyKa Ha YPOBHE OCHOBAHUSI M yYaCTKU
TPaHCMYPaJIbHOIO HAKOTUIEHUS B IIEPEIHENIEPETOPOIOTHOM CETMEHTE
Ha ypOBHE MaMUJUISIPHBIX MBIIIIL MU BEPXYLIKH cepaua. 2KuakocThb B Jie-
BOI1 IJIEBPAILHOI ITOJIOCTH 10 6 MM U B TIOJIOCTH TieprKapa (cemapa-
uus 1o 10 mm)

Figure 5. Magnetic resonance imaging of the heart. The heart is typi-
cally located and moderately enlarged (the cardiothoracic index is 56%).
The myocardium is uniformly circularly thickened in both ventricles;
moderate wall thinning of up to 5 mm is noted over a length of 44 mm
at the level of the anterolateral wall at the apex level. Areas of moderate
reliable accumulation of contrast agent are noted with contrast en-
hancement in the subepicardial sections of the anterolateral wall in the
middle third. In the delayed phase, areas of moderate accumulation of
contrast agent are determined in the subendocardial sections along the
anterior wall in the middle third, in the posterolateral wall of the left
ventricle at the base level and areas of transmural accumulation in the
anterior septal segment at the level of the papillary muscles and the apex
of the heart. Fluid is present in the left pleural cavity up to 6 mm and in
the pericardial cavity (separation up to 10 mm).

YeCKOM CHHIIpOMe, Ha3HAYeHBI MTHTMONTOPBI aHTMOTEH3WHITPEB-

pawatoiiero depmeHTa (MmoHonpui). Ha done neuenus: Hop-

MaJM30Baach TeMIlepaTypa Tejia, 3HaYUTeJTbHO YMEHBIITNIACh

onpika. [To pesynbratam koHTposbHOU KT opraHoB rpymHoi

KJIETKM OTMEYeHa CYIEeCTBEHHAs TIOJIOKUTENIbHAS TMHAMMKA.

Busyanu3npoBaHbI JTUITH U3MEHEHUS TTOCTBOCITAIUTEIHHOTO

xapakTepa. Takke Obl;Ta OTMeUeHa HEKOTOPAst TTOJIOKUTETbHAST

MMHAMUKa TedeHUsI He()pOTUIECKOTO CUHIpOoMa — (hUKCUPOBa-

JIOCH TIOBBITIIEHUE OeJTKa B CHIBOPOTKE KpoBU 10 59,3 1/ J1, moJI-

HOCTBIO KyITMPOBaHbI 0TeKr. OHAKO COXPaHSIIaCh MAaCCUBHAST

nporennypus (10,2 T B cyTKm).

OTmeuanach oTpuIiaTeTbHasT TMHAMUKA CO CTOPOHBI Map-
KEpOB TOBPEXIEHUSI CEPAeUHON MBIIIIBI. Tak, yBeaudIn-
ek okaszarenu tporonnHa T mo 148 ur / 1 u NT-proBNP
10 6 912 nir / mu1. TTo pesynbratam KopoHaporpaduu ot 28.11.22
TTaTOJIOTUY KOPOHAPHOTO pycyia He BBISIBJICHO.

YuuTsIBast KIIMHUYIECKYIO KAPTUHY U Pe3YIbTAThI TIPOBEICH-
HOTO 00CJIeIOBaHMSI, TIPEIBAPUTETLHO ObLT YCTAHOBJIEH IMAarHO3
KOMOMHMPOBAHHOTO 3200JI€BaHUS:

*  TIOIOCTPHIN MUOTIEPUKAPINT C HAPYIIIEHUEM TIPOBOIUMOCTH
(AB-6noxkana | creneHu), cepaeyHasi HEIOCTATOYHOCTb;

*  HedpPOTUIECKUI CHHIPOM BITEPBBIC BHISIBICHHBIN.
OCIIOXHEHUST:

*  TIPaBOCTOPOHHUI MaCCUBHBII THIPOTOPAKC;

*  BHEOOJILHMYHAsS TIOJIMCETMEHTapHAasl IByCTOPOHHSISI TTHEB-
MOHUSI HEYyTOYHEHHOW 3THOIOTHH.

[ToyuyeHHBIE B majbHEUIIIEM pe3yJIbTaThl PACITUPEHHOTO
JTabOPaTOPHOTO MCCIIEIOBAHUS, TIPOBEIEHHOTO C TIeJThI0 UCKITIO-
YeHUST CUCTEMHOTO 3a00JIeBaHNS COeMHUTETbHOM TKAaHU, CBU-
NETeTLCTBOBAIM O TOM, UTO TIOpaskeHWe Cepiiia 1 MoueK 00b-
eIMHSIOTCST B paMKax HapYIIIEeHWi ¢ BOBJIeUeHNEM UMMYHHOTO
HEYTOUHEHHOTO MeXaHu3Ma (IMpu HePOTUIECKOM CUHIPOME
TOpakeHUe TTOYeK U CepIIla MOTYT BCTPEUAThCsl TP aMUTIOUIIO-
3e, CHCTEMHOI KpaCHOU BOJTYaHKE, TTOIOCTPOM MHGMEKIIMOHHOM
sHpokapauTe). Tak, y manyeHTa BBISBICH TTOJOXUTETHHBIN
AHTUHYKJIeapHBIN (hakTop (TUI CBEUCHUST — SIACPHBIN, TUTP
320 / 1), noBbIlIeHUE UHTEpJeKUHA-6 10 16,91 Mr / 11 (HOp-
Ma — 0—35 mr / 1), nerkue tienu timna A (0,48 v / 1) u % (0,66 T / 1)
B CBIBOPOTKE KPOBU, UMMYHOTIPEIIMTTUTATHI TATOJIOTMYECKUX
0eJIKOB TUIIA A B MOYE.

[TanmeHT KOHCYIBTUPOBAH HE(DPOIOTOM U TEMATOJIOTOM.
OGouMu crienmaaucTaMu peKOMeHI0BaHa OMOTICUSI TIOYKH,
KoTopast 6bla BeimoHeHa 06.12.22. TTo pe3yabTataM rucTo-
JIOTUIECKOTO mcciieqoBanus (pe3yabrat noxydeH 09.12.22)
JMATHOCTUPOBAH aMUJIOU103 ToueK (AL-amuionnos) (puc. 6).

Jnsa manpHelirero obciaenoBaHus v jieueHus 12.12.22 na-
LIMEHT ObUT TMepeBe/ieH B TeMaTOJIOTMYECKOe OTIeIeHUE C -
arHo30M TepPBUYHBIN AL-aMmionnos ¢ mopaxkeHueM ToYeK
(Hedpotmueckuit cuHapom) u cepaiia (Hossops 2022 r.). E8S
(AMuitono3).

OCTOXHEHUST:

*  xpoHmdeckas 6ose3Hb moyek C1A4 (ckopocTh KITyOOUKOBOI
dwrprpammu o Koxpadbry—Tonty — 118 M / MmuH, Kpea-
TUHUH — 79 Mt / MuH / 1,73 M?);

* HapylleHUs puT™Ma U npoBoauMoctu (AB-6iokana I cre-
TIeHU, KeJTyIOUYKOBast aKcTpacucronus V Kiacca 1mo Ryan—
Kenn);

*  XpoOHWYECKas cepaedyHas HeaoCTaTOUYHOCTh 2A cramum 111
(yHKIMOHAIBHOTO KJ1acca (C COXpaHEHHOU (hpaKiiueil Bbl-
opoca);

*  BHEOOJbHUYHAS TUTIOCTATUYECKasl TOJIMCETMEHTapHAas IBY-
CTOPOHHSISI THEBMOHMUSI.

14.12.22 BuIMOTHEHA CTepHATTbHAST TTYHKITHUS.

3aKJoueHue:

*  KOCTHOMO3TOBOW ITyHKTaT — HOPMOKJIETOUHBIN TOTMMOpPd-
HBIA;
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Puc. 6. T'ucronornyeckoe uMcciaenoBaHUU OWorTarta Mouyku. Mukpockornus mouku. [laHenb A — okpacka KOHTO KpacHbIM; TaHelb B — 1o
uddy (PAS-peakumsi, unu peakuusi Ludbd-itonHoit kucnotoit). Kiybouku oObIUHBIX Pa3MeEpOB, B YACTH M3 HUX OTMEYAeTCsl HeOOJIbIIOoe
paciIMpeHre Me3aHTHsi 6e3 COMyTCTBYIONIeH Me3aHTUAIbHON rposudepanuu. CTeHKU KaMWUISIPHBIX TeTeIb He YTOJIICHBI, OTHOKOHTYPHBIE.
MuHMMaNBbHBIA 04aroBelil GUOPO3 MHTEPCTHUIIMS, 3aHUMaoLIMit okoso 10—15 % rutoniaau napeHxumbsl. MHTepcTUIaibHasi MHOUIbTPALMS
MPAaKTUYECKH OTCYTCTBYET. APTEPUH M apTepHroIIbl 6e3 0coOeHHOCTEl. B mosisipr30BaHHOM CBeTe OTMevaeTcsl c1aboe SI0JI0UHO-3eJIeHOE CBEUCHME
B Me3aHruu. MmmyHodmoopecuenus: 1gG, IgM, IgA, C3 — HeratuBHo; Clq, %, GUOpUH — HET; A — B Me3aHTUM . 3aKiIr0OueHre: aMUIIOUI03
nouku (AL-amuiaonao3)

Figure 6. Histological examination of renal biopsy. Renal microscopy. Panel A — Congo red staining; panel B — periodic acid-Schiff (PAS) reaction.
Glomeruli are of normal size, some of them there with a slight expansion of the mesangium without concomitant mesangial proliferation. The walls
of the capillary loops are not thickened and feature a single contour. Minimal focal interstitial fibrosis occupies about 10 — 15% of the parenchyma
area. Interstitial infiltration is virtually absent. Arteries and arterioles are unremarkable. In polarized light, a weak apple-green glow is noted in the
mesangium. Immunofluorescence: IgG, IgM, IgA, C3 — negative, Clq, %, Fibrin — no; A — in the mesangium **. Conclusion: renal amyloidosis

(AL amyloidosis)

*  1uTO3 mpu nojacuere B Kamepe ['opsieBa — 80,0 X 10°/ 1

(Hopma — 41,6—195,0 x 10°/ n);

*  MUEJOUIHBIN POCTOK — 68,2 % (B npenesiax HOpMbI) C Tpe-
o0J1agaHueM 3pesbIX (POpM HEUTPOGDUIIOB;

*  OPUTPOUAHBIA pocToK — 7,0 %, cyXeH;

*  IUIa3Marudeckue Kietku — 7,0 %.

Tlo pe3ysnbTaTaM MUTOTEHETUYECKOTO MCCIeIOBAaHUST KIIETOK
KOCTHOTO MO3r'a XPOMOCOMHBIX ITePECTPOEK HE BBISIBJICHO.

TakTuka nanbHeiinero BeaeHust 60JIbHOTO 00CYXaaIach
Ha MEXIUCUUITIMHAPHOM KOHCWJIMYME crieuaiucTos. [1pu-
HSITO pelleHUe O MPOBEIEHUN UHULIMATIbHON MOTUXUMUOTE-
parmuu (ITXT) o cxeme VCD (60opTusymad, uukiodochamu,
JeKcaMeTa30H), KoTopasi Obl1a Havarta ¢ 15.12.22. C 09.01.23
TIXT Oblna pacuiMpeHa BKIIOYEHUEM B CXEMY JICUECHUS 1apa-
tymymaboa (Dara-VCD). BcrioMorareabHast Tepanus poBOIH-
JIaCh TaCTPOIPOTEKTOpaMU, aHTUKoarysintamu. [IpoBenenue
TIXT ocnoxHsoch pa3BuTeM MHGEKITMOHHBIX OCTOXHEHUN
Ha (poHEe BTOPUYHOTO UMMYHOAEeDUITUTA, TIPU KOTOPHIX TTIO-
TpeboBaslach aHTUOAKTepraTbHAS TepaIvsl U 3aMeCTUTETbHAsT
MMMYHHas Teparusi.

I1pu o6cnenoBanuu B utosie 2023 1. 110 JaHHBIM TPAHCTO-
pakajpHOU 3XxoKaparorpaduu, CyTo4yHOro MOHUTOPHUPOBAHUS
OKI oTpuliaTebHON TMHAMUKU He oTMedeHo. [1o naHHbIM
nabopaTopHoro ucciaenoBanus ot 01.08.23 KoHcTaTUpoBaHa
MMMYHOXMMMUECKasl peMUCCHS 3a001eBaHusI (CEKpeLnM Oeka
Bbenc—/IxxoHca-\ He BBISIBIICHO, KITOHaIbHBIM IgG% B CHIBOPOTKE
TakKKe He OTpeIesIsiics).

C 08.09.23 mo 19.09.23 mateHTy OBLT IIPOBENEH UK MOOU-
JIN3aLUK Y CTUMYJISILIAY CTBOJIOBBIX KiIeToK. 19.09.23 mpoBenen
1 ceaHc neiikodopesa, MoydyeH JeHKOKOHILIEHTPAT 00beMOM
321 mu1. Marepuan KpruokKoHcepBupoBaH B DenepasbHOM ro-
CyIlapCTBEHHOM OM0/I)KETHOM yupexneHuu «HauumoHanbHblI
MEIULUMHCKUN MCCIIEI0BATENbCKUI LIEHTP OHKOJIOTUY UMEHU
H.H.Baoxuna» MunuctepctBa 3apaBooxpaHeHust Poccuiickoit
Ddenepaunu. 11.10.23 mocne npeaBapuTeIbHON THApaTALIIA
U TIpeMeIUKallMU BbIMOJHEeHa MHDY3UsI pa3MOPOXKEHHOTO
TpaHCTJIaHTaTa OAHON 1030i1. TeueHHe MOCTTpaHCIJIaHTa-

LIMOHHOTO Tepro/a OCIOXHUIOCH PA3BUTUEM HEUTPOIEHUH,
Tpombo1uToneHuu. [IpoBeneHbl reMo3aMecTUTeIbHasK Teparust
Y CTUMYJISILIMSI JIEHKOII093a.

[To maHHBIM KOHTPOJBLHOTO oOcienoBaHus ot 25.12.23
(ocMOTp, KOMILIEKCHOE JJabopaTopHoe uccienoBaHue, ¥Y3U,
TpaHCTOpaKajdbHas 3XoKapauorpadus) MporpeccupoBaHus
3a00J1eBaHUs He BbIsIBIeHO. YpoBeHb NT-proBNP cHusumicsa
o 1863 mir / mut.

B HacTosiniee BpeMsi MalMEHT B YIOBJIETBOPUTEIbHOM
COCTOSTHUM HAXOAMTCS MOJ CTPOTUM BpaueOHBIM KOHTPOJIEM.

O6cyxaeHue

BosnuknoBeHne AL-aMmunongosa ooyciioBieHo B-num-
doumTapHOl TUCKpa3ueii, xapakTeprusyeMoii opmMu-
pOBaHUEM aHOMAaJILHOTO KJIOHA IIa3MaTUUEeCKUX VTN
B-xJ1eTOK B KOCTHOM MO3T¢, KOTOPBIC TIPOMYLUPYIOT T1a-
tonornyeckue Ig, obramaronie aMmuIOUIOTeHHOCTBIO
(nerkue 1uenu MOHOKJIOHaJbHOro Ig, yaiie A-, pexe —
®-Tuna). BeposiITHOCTh JaHHOTO COOBITUS YBeIUUUBaA-
eTCs C BO3pacToM, osToMy AL-aMMIONI03 Yale BCero
BCTPEYAETCS Y MOXWIIBIX JIIOAEH, CPeTHUIN BO3PacT yCTa-
HOBJICHUS AUArHO3a cocTaBisieT 0KoJo 60 et [6, 7]. Oco-
OEHHOCTBIO JAHHOTO KIIMHIYECKOTO HAOTIONECHUS STBUIICS
OTHOCHTEJIBHO MOJIONOM (45 J1eT) BO3pacT MalleHTa.

Jwarnoctuka u guddepeHumnanbHasg JMarHOCTUKA
aMUJIOMI03a Ype3BblUaiiHO CII0XKHA, T. K. 3a00JIeBaHuE,
He MMesI TTAaTOTHOMOHWYHBIX CUMIITOMOB, TIPOTEKAET
ITOJ MACKOM CaMBIX pa3IMIHBIX cOCTOsTHUH [8]. OmHAKO
IIpY TI03THEH BeprdUKAIIMKU THarHo3a IMPorpeccupyo-
1ee yXyAllleHue COCTOSIHUS MallMeHTOB He MO3BOJISIET
MMPOBOINTE 3(GEeKTUBHOE JeueHNe (MHTEHCUBHYIO XU-
MHUOTEpAITIo ¢ TPAHCIIJIAHTAIINEH CTBOJIOBBIX KIIETOK
WJIN TPaHCIJIAaHTALIMIO OPTraHOB — CEeplla, TTeYeH! WU
nouek) [5].
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JuarHocTuyecKuit MoOUCK, Mpu KOTOPOM paccMart-
puUBaINUCh cpa3dy HECKOJbKO 3a00jeBaHUil (MH(papPKT
MHUOKapaa, MUOKApAUT, JIeTUOHE Ie3Hast MH(PEKIINS)
00YCJIOBJIEH HEeCITeIIM(DUIHOCTHIO HaYaIbHBIX CUMIITO-
MOB. [IpyHIIMNUATBHO BaXKHBIM BOIIPOCOM MPU aMUJIO-
UI03€¢ SIBIISICTCS CBOEBPEMEHHOE YTOUHECHUE COCTOSTHUS
CepIevYHO¥ MBIIIIEI, T. K. IPU HAJTUIUHN KIMHUUECKH
3HAUYMMBbIX TOPaAXKEHUI MPOTHO3 KpaliHe HeOaronpus -
TEH B CBSI3U C OBICTPBIM MTPOTPECCUpPOBaAaHUEM 3a00JIeBa-
Hust. [Ipy OTCYTCTBUHM aieKBaTHOTO JICUCHUS YTOJIIECHIE
CTEHOK MMOKapja y 60abHbIX AL-aMUJI0UI030M MO-
JKET 3HAYUTEIBHO MporpeccupoBath (1o 1,45—2,16 mm
B MecCsll) U NMPUBOAUTH K Pa3BUTUIO TTPOTPECCUPYIO-
IIEW CepIeYHO HETOCTaTOYHOCTU U CMEPTH B TEUEHUE
6 mec. [9—11].

AMUI0NI03 cepla MOXKET ObITh 3aM0A03PEH TOJBKO
MocJjie TIATEIbHOTO UCKITIOUEHUSI MUOKApAUTa, UILIEMU -
YecKoi 0601e3HM cepaua, IHA0OKAPINUTA, MUOKAPANOI-
CcTpodUM U3BECTHOU 3THOIO0TUHN (aJTKOTOJbHOM, nuabde-
TUUYECKOU U JIp.), KapauomMuonaTuii [12].

B panHeii nuarnoctuke AL-amuiionnosa B mpencTan-
JICHHOM KJIMHUYEeCKOM HaOJIOIeHUY BasKHYIO POJIb ChIT-
paym pe3yJIbTaThl 3X0Kaparorpaduu, KOTopble B OOIbIICH
CTETICHU CBUIETEILCTBOBAIM B ITOJIb3y UMEHHO 3TOTO 3a-
OosieBaHUs. B TO ke BpeMsi corsiacHO pe3yjbTaTaM Mar-
HUTHO-PE30HAHCHOU TOMOTpad¥i BEpOSITHOCTh aMUJION-
[103a TIpU3HAHA MUHUMAJIbHOM, BEISIBICHHBIC U3MCHEHMST
0oJ1ee COOTBETCTBOBAIM OMBEHTPUKYJISIPHOM KapIUOMMU -
OIaTUU WU TTOJOCTPOMY MUOKAPAUTY C COXpPAaHEHHOM
COKPaTUTEIHbHOI CITOCOOHOCTHIO MUOKAPIA.

C10XHOCTh BeprdUKAIIMY IUarHo3a 3aKIoJarach
TaKKe B OTPUIIATECIBHBIX pe3ybTaTax Ha aMIJIOUI IPU
HCClIeAOBAaHUY OUOMTATOB AECHBI U MOAKOXHOM XXUPOBOI
KJIETYATKU.

Lenbio Tepanny aMUJIONI03a CIIYKUT YMEHbBIIICHIE
KOJIM4ecTBa (M1, €CJIM BOBMOXHO, yaajeHue) O0eTKOB-
MPEeaIIeCTBEHHUKOB /151 3aMeUICHUS WY TTPUOCTaHOB-
KM TiporpeccupoBanus. HeOmarompusaTHEIN TPOTHO3
IIPY €CTECTBEHHOM TeUCHUHU 3a00JICBaHUS OMPABILIBACT
MIPUMEHEHNE arpeCCUBHBIX METOIOB JICUCHUST C UCITOJb-
30BaHUEM OBICTpPOACHCTBYIOIIUX cXxeM. B HacTosee
BpeMsI JUTS JICYeHUS TTAlIMEHTOB ¢ JUarHOCTUPOBAHHBIM
AL-aMUIIONI030M HCITOJIb3YeTCSI KOMOMHAIINS 4 TIpe-
ImapaToB, CITOCOOHBIX MOAABIISITh AKTUBHOCTH TIJIa3Ma-
TUUYECKUX KJIETOK (mapaTymyMa0, nukinodochamMun,
6opTe3oMub 1 AekcaMeTa3oH). JleficTBre npenapaToB
HAaIIpaBJIeHO HAa aMWJIOTeHHBIN KJIOH IIJIa3MaTUUEeCKUX
KJIETOK B KOCTHOM MO3T€¢, a UMEHHO — €T0 YHUUITOKEHHE
1 OCTAaHOBKY BBIPAOOTKM aMIJIOUIHBIX JIETKUX LeTei [6,
13, 14]. D1u cxemsl ITXT ObLIM MCTIOJB30BAHBI Y TTALIU-
eHTa.

Hapatymymad — IgG-MOHOKJIOHAJIbHOE aHTUTEIO,
cneurduyHoe Kk CD38, TpaHcMeMOpaHHOMY TJTUKOIPO-
TEHUIy, IIUPOKO DKCIIPECCUPYEMOMY TUIa3MaTUIECKUMU
KiIeTkaMu. Jlapatymyma0 SBJISETCS TIepBBIM MOHOKJIO-
HaJIBHBIM aHTUTEIOM, TIPUMEHEHNE KOTOPOTO OT00PEHO
Yy NalMEHTOB C MHOXECTBEHHOW MUEJIOMOM.

HuxnobocdhaMua — HTUTOCTATUYECKUIA TPOTUBOO-
ITyXOJIEBBI XUMUOTEPAIeBTUUECCKUI JIeKapCTBEHHBIN
npenapaT aTKWINPYIOIIETO TUTIA AeHCTBUS C IMUPOKUM

CMEKTPOM IMPOTUBOOIYX0JIeBOI akTUBHOCTU. OOnanaeT
TaKKe BBIpAXKeHHBIM UMMYHOCYITPECCUBHBIM IECTBUEM
C TIPeMYIIEeCTBEHHBIM YTHETEHHEM aKTUBHOCTH B-1mM-
¢oLuTOB.

BopTre3zomMnbd — mpoTUBOOMYX0JeBOE CPEACTBO, SIBJISI-
fo1Leecs] MPOTeaCOMHBIM UHTHMOUTOpOM. OOpaTUMO UHTH -
OUpYeT aKTUBHOCTD IIPOTEACOMBI 26S, SIBIISIOLLEICS KPYIT-
HBIM OEJIKOBBIM KOMIUTIEKCOM. B pesynbrare mponcxoaut
TOPMOXEHUE MPOTE0I13a, MPUBOISIIETO K CIOXKHOMY
CUTHAJIbHOMY KacKaay BHYTPHU KJIETKU, HapylIaloimeMy
HOPMAaJIBHBIN KJIETOYHBIN ToMeocTas [13, 14].

Bo Bpemst teyeHMs MalleHT HaXOMUJICS TIOM CTPOTUM
BpaueOHbIM HaOMoaeHueM. [1pu pe3ko Bo3pocieM pucke
MH(DEKIIMOHHBIX OCJIOXKHEHWI TTOTPeOOBaIOCh TTPOBE/IE -
HHUE HECKOJIBKUX KYPCOB aHTHOAKTEpUAIBHOI Tepariumu
1 3aMECTUTEIbHON NMMYHOTEPATTNH.

DPHeKTUBHOCTD TEpANUU MPU aMUIOUA03€ OLIEHU -
BaeTcs ¢ TOYKM 3pEHUs TeMaTOJIOTUYECKOTro U OpraHo-
crierdraeckoro oteera. Mx ciemyer MpoBOOUTH TTOCTIE
1—2 muxioB ITXT u xaxkapie 3 Mec. TTocJie 3aBepIIeHUS
JieyeHust. ['eMaTosornyeckuii OTBET OIpenessieTcsl Ha oc-
HOBE CHIDKEHMS KJIIOHATBHOTO Ig 1 ypoBHE CBOOOIHBIX
JIETKUX IIeTIei B CEIBOPOTKE. JlOCTIKeHIEe YpOBHS CBOOOI -
HbIX Jierkux Henei < 10 Mr / 1y HaluueHTOB ¢ UCXOIHBIM
nokasatesieM oT 20 1o 50 Mr / J1 CYUTaeTCsI XOPOIIUM OT-
BETOM U CBSI3aHO CO 3HAYMTEIbHBIM YIy4lIIEHUEM BbIKH -
BaeMOCTH U CHIDKEHUEM PHCKa ITPOBEACHUS TeMOIUaITH-
3a. [1oaHbIN reMaToI0rMYeCKrii OTBET JUMarHOCTUPYETCS
Ha OCHOBaHMM MCYE3HOBEHMSI MOHOKJOHAIbHBIX aMU-
JIONIOTeHHBIX Ig 1Mo TaHHBIM UMMYHO(MUKCAIIMU KPOBU
U CYyTOUHOM Mouu [5, 7].

[Tpu KOHTPOJIBHOM UMMYHOXMMUYECKOM UCCIICIOBA-
HuM B aBrycte 2023 r. maToiornuyeckux pakuuii 6enka
B KPOBU 1 MOuY€ y TTallMeHTa He BBISIBJIEHO.

OTBEeT CO CTOPOHBI TTOPAXKEHHBIX OPTAHOB TIPH aMM -
JIONI03€ OIIEHMBAETCS MyTeM M3MEPEeHUsI 0MOMapKepoB
(cepalia, moYeK v rMeyeHu B KpoBUu U Moue) [8, 10].

Oco6o Boiaensiercss NT-proBNP-oTBet (cHuXeHue
ypoBHs Mapkepa Ha > 30 % wu > 300 HT / 71y TallueHTOB
C UCXOIHBIM YpoBHeM > 650 Hr / ;1). Ha doHe npoBoau-
moii ITXT nokazarens NT-proBNP y nmanmeHnTa cHusuics
MouTH B 4 pa3za.

ITocne mOCTMKEHNS TeMaTOJIOTUIECKON peMUCCHU
00JbHOMY Ha (pOHE BBICOKOIO3HOW XMMUOTEPATIUH
11.10.23 BbInoJiHEeHa MTOAAEPKKA ayTOJIOTMUHBIMU CTBOJIO-
BBIMU KJIETKAMU, YTO MTO3BOJISIET B PSIIIE CITy4aeB JOCTUYb
UIUTENIbHOM pemuccuu [7, 15].

3aknioyeHue

ITo JaHHBIM TIPEeNCTABICHHOTO KIMHNYECKOT0 HAOII0-
JIEHUS TIPOJEMOHCTPUPOBAHBI CJIOXKHOCTD TMAarHOCTUKU
1 COBPEMEHHBIE BO3MOXHOCTH JIEUEHUST aMUJIONI03a,
KOTOpPBIE MOTYT OBITh YCIEIIHO PeaiM30BaHbI TOJHKO
Py MYJAbTUOMCUUIUIMHApHOM monxome. CBoeBpe-
MEHHOE YCTaHOBJIEHME AMArHo3a W Hadaso JIeYeHUs,
a TaKXKe OTCYTCTBME Y MallieHTa KOPOHAPHOI 0OJIe3HU
cepliia MOTYT pacCMaTPUBAThCS, IO BCEUl BUIUMOCTH,
B Ka4eCTBE MOJIOXUTEIBHBIX (DAKTOPOB JJIg TIPOTHO3a
3a00JieBaHUS.
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