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AHHOTauus

AOKaAbHbIM AL-aMMAOMAO3 (aMMAOMAOMA) — peAKoe 3ab0AeBaHME C HESICHbIM MaTOreHe30M M Hepa3pabOTaHHLIMM MOAXOAAMM K AEYEHMIO.
B crtatbe npeacTaBAeHbl 3 KAMHMYECKMX CAyHast AOKAaAbHOTO AL-aMMAOMAO3a C MOPAXEHUEM AbIXATEAbHbIX MYTEM, rAa3, MSrKMX TKaHer Auua.
OnyxoAeBble 06pa3oBaHMsi COCTOSIAM M3 aMUAOUAHBIX MACC, B KOTOPbIX «3aMYypPOBaHbI» EAMHUYHBIE MOHOTUIUMYECKME MAA3MATUUECKME KAETKM.
AAst BEpUPUKALIMM KAETOUHOTO cybCTpaTa NPUMEHSIAM METOA XPOMOTEHHOW in Situ TMOPUAM3ALIMM C 30HAAMM K AETKUM LIEMSIM UMMYHOTAOBYAM-
HOB. TMMMPOBaHME aMMAOMAQ TIPOBEAEHO C MCTOAb30BaHMeM FITC-MeUeHHbIX aHTUTEA K Kamna 1 ASMOAa AErKUM LersiM MOCAe dpepMeHTaTHB-
HOM 06paboTkM napadpMHOBLIX CPe30B NMPoHazon. OTCYTCTBUE MOHOKAOHAAbHOM CeKpeLmnu (B 2 CAydasix) 3aTPYAHSIAO OLEHKY 3hheKTUBHOCTH
MPOBOAMMOTO AeYeHUs. YUUTbIBAsi PACNpPOCTPAHEHHOCTb U TSXXECTb NMOPaXKeHUs! KM3HEHHO Ba>KHbIX OPraHOB, a TakXXe PeLMAMBUPYIOLLMIA XapaK-
Tep TeuyeHust 3a60AEBaHMsI, Ha3HAYEHa CUCTEMHAsi KOMOUMHUMPOBAHHAs Tepanust TapreTHbIMK Npernaparamu. B TedeHne oaHoro roaa Habaoae-
HMsl KOHCTATMPOBaHa CTabMAM3aLIMS MPOLIECCA Y BCEX MaLMEHTOK. TeM He MeHee KAOHPEAYLIMpYIoLLasi Tepanusi pu AOKaAbHOM AL-amuaomnaose
He paccMaTpUBAETCst KaK CTAHAAPTHAs! OMUMS, & ee LeAeCO06Pa3HOCTb U S(PDEKTUBHOCTb TPEOYIOT AAALHENLLIETO MOATBEPXKAEHMSI.
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Localized AL amyloidosis. Case report
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Abstract

Localized light chain (AL) amyloidosis (amyloidoma) is a rare disease with unclear pathogenesis and undeveloped approaches to therapy.
This article presents 3 clinical observations of localized AL amyloidosis with lesions of the respiratory tract, eyes, and soft tissues of the face.
Tumor masses consisted of amyloid masses in which single monotypic plasma cells were "embedded". To verify the cell substrate, the method
of chromogenic in situ hybridization with probes to immunoglobulin light chains was used. Amyloid typing was performed using FITC-labeled
antibodies to kappa and lambda light chains after enzymatic treatment of paraffin sections with pronase. The absence of monoclonal secretion
(in two cases) made it difficult to assess the efficacy of the therapy. Taking into account the prevalence and severity of vital organs damage, as
well as the recurrent nature of the disease course, systemic combination therapy with targeted drugs was prescribed. Stabilization of the process
in all patients was stated during one year of follow-up. Nevertheless, clonreducing therapy in localized AL amyloidosis is not considered as a
standard option, its feasibility and efficacy requires further confirmation.
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Beeaenne win B-mumornmuramn B koctHoM Mmosre (KM). CuHtesupye-

B 6onbmnucTBe cnydaeB AL-ammmonpos (AL-A) - cu-
cTeMHOe 3aboreBaHye, MOPGOIOrMYeCcKuit Cy6CTpaT KOTOpo-
TO IpefcTaB/ieH abepPaHTHBIMY I/Ia3MaTUYECKIMU K/IETKaMM

Mble MOHOK/IOHA/IbHbIE JIETKHe Ll MMMyHorno6ymHoB (Ig)
B COCTaBe aMIIOMAA OTK/IAABIBAIOTCA B COCYAAX M MHTEPCTHU-
LMY BHYTPEHHUX OPTaHOB, IPUBOJAA K HAPYLICHMIO MX apXu-
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TekTOHVKM 1 pyHKumn. [Ipn cucremHoM AL-A Hanbosee gacto
MOPAXKAKTCA CepALle U IOoYKM — B 60-68% ciydaes, a me4eHb n
HepBHas crcTeMa — B 14-21% [1, 2].

3HauMTeNbHO peXke, B 7% Bcex cmydaeB AL-A, HabmofaioT
nokanbHy0 popmy AL-A (ammnongomy) [3]. [lnarHos mokasns-
Horo AL-A ocHOBaH Ha 0OHapy XeHIY OITyXOJIN, COCTOSAILEN 113
ammaonga. [Ipu aTom abeppaHTHBIe IIa3MaTUYeCKue KIeTKU
HaXOJATCS BHYTPY aMMJIOMJJHBIX MacC M OTCYTCTBYIOT B KM.
MOHOK/IOHA/IbHYIO CEKPELMIO BBIAB/AIT MUIIb B 7-22% ciy-
qaes [3-5].

Kak mpaBmmo, K/IETOYHBbII CyOCTpaT IIpM JIOKaIbHOI
¢dopme AL-A HAacTONbKO MMHMMAJIEH, YTO €r0 TPYAHO Bepu-
¢buLpoBaTh IpK CBETOBOM MUKpPOCKONMNM 6e3 MpUMEeHEeHUs
BBICOKOUYBCTBUTE/IbHBIX MeTOHOB. 10 TaHHBIM JIUTEpaTyphl
MMMQOIIa3MOLUTAPHBIN MHQUIBTPAT B aMIIOUIOME YAIOCh
BBIABUTH UL Y 50% MNaIeHToB, a IOATBEPAUTD K/IOHA/b-
HOCTBD K/IeTOK — y 30% [4].

Yaire Bcero (B 29-54% cny4aes) mokanbHblit AL-A 06Ha-
PY’KMBAIOT B [bIXaTelbHBIX NyTAX (TOpTaHM, Tpaxee), pexe
(B 13-21%)- B MOYeBBIBOAAIIMX IyTAX. OMUCaHO TaKXe IO-
paxeHne kKoxu (B 11-16% cimydaes), XeTy[OYHO-KUIIEIHOTO
TpakTa (B 12-15%), rma3 (8 4-12%), numdatndecKoit CrcTeMsbl
(B 1-5%) [3-5]. ITo HEKOTOPBIM aHHBIM ITOpaXKeHNe I71a3 Ha-
6moparor vaie — B 26% cinydaes [6].

B kadecTBe TepanmeBTMYECKMX IOAXOMOB IIPY JIOKATbHOM
AL-A 06bIYHO NPUMEHSIOT MCCeYeHMe AMMIOMIHBIX Macc,
pexe — Ty4eBYIO TePAITNIO U PYTUe MeTOMbI TedeHN s (MHCTUI-
TSI AMMETUICYNTb(GOKCHUARA TIPU MOPAXKEHNY MOYEBOTO IIy-
3bIps, CUCTEMHbIE ITTIOKOKOPTUKOCTEPOUIbI IPU HMOPaKeHUN
JIETKVIX, JIOKaJIbHble MHBEKLUHU TTIIOKOKOPTUKOCTEPONUOB IIPK
MOpa’KeHMU! TOPTAHM, @ Y MAIIMEHTOB C IOPAaKEHMEM KOH'BIOH-
KTUBBI I KOXKI — MHbEKLMM KoIxXuiyHa) [3].

Ilpn amanmuse pesynbraroB /edeHus y 16 IauueHTOB
¢ nokampHbIM AL-A 3a mepuop Habmomenus 12-69 mec B
53% cry4aeB OTMeYEHO YiIydlleHue TedeHus 3aboreBaHus,
B 31% — crabunmsaums saboneBanus, B 15,8% — HeT JaHHBIX
06 oTBeTe Ha Tepanuio, B 0,2% KOHCTATMPOBAHA IIPOTPECCHs.
OO61jas BBDKMBAEMOCTb B TedeHMe 5 jieT cocrtaBuna 92%, B
TeueHne 10 net — 78%, 94TO COMOCTaBUMO ¢ 00OIIell BbDKIBae-
MOCTBIO B IOIY/IALMM 3FOPOBBIX JIHOfeil. BopkuBaeMocTs 6e3
IIpOrpeccupoBaHusA B TedeHue 5 jeT cocTaBuma 82% [3]. Pe-
LUUAUB Habmofmamu y 27% manyeHToB. MefinaHa BpeMeHHU [0
PasBUTHSA PeLAMBaA COCTABIIA 57 MeC 32 IIEPUOJ, HaOMoneH s
18-79 mec [6]. OnHako, HECMOTPsI Ha G/IarOIPHUATHBII IPOTHO3
I KU3HU B LIeJIOM, B pAfe caydaeB JIoKanbHbII AL-A xa-
PaKTepU3yeTCs TAKENIbIM TedeHMeM, IPMBOIUT K IOPaXKeHUIO
>KM3HEHHO Ba)KHBIX OPTAaHOB M MHBA/IMAN3 ALV,

OnpIT CUCTEMHOI KIOHPeRYLUUPYIOLEl Tepanuy y mamu-
€HTOB C NoKanbHbIM AL-A oTcyTrcTByeT. Ham ymanocp Haiitu
OIMCaHNe NIVIIb OJHOTO KIMHUYECKOTO CIydas IpUMeHEeHNU
6opresommba 1 eKcaMeTasoHa y MAIL[MEeHTKI C JIOKaIM30BaH-
HBIM aMIJIONJ030M ropTanu. Yepes 3 Mec Tepanuy SOCTUTHY-
TO KIMHMYecKoe yryuienue. OgHako AL-BapraHT aMIIONzo-
3a He JOKa3aH, leueHe IPOBOAMIN SMIpIIeckn [7].

Mpl npepcTaBigeM 3 KIMHMYECKUX CTydas [JOKa3saHHOTO
nokanbHOro AL-A, Ipy KOTOPBIX BIIEPBble NPUMEHANN CU-
CTEMHYIO KJIOHPeyLMPYIOL[YI0 TepPalyio TapreTHBIMU IpeTa-
partamn.

MarepnaAbl n MeTOABI

C uenbio uaeHTUGVKALNY OTIOXKEHNIT AMUTOU/THBIX MacC
B GuoIITaTe MOPaXKEHHBIX OPraHOB VCIIONTb30BAMIN TMUCTOXUMMI-
yeckoe okpamuBanue KoHro-kpacueim. s Bepudukanmu
KJIETOYHOrO CyOcTpara NMpUMEHSIM METOJ, XPOMOTeHHO in
situ tubpupusanyy (CISH) ¢ soHgamu k nerkmm nemnsm Ig.
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TunupoBaHyve amMwmIonfa NPOBOAWMIN C JCIIONb30BAHMEM
FITC-Me4eHHBIX aHTUTEN K Kalllla U J1aMOja JIerKUM LielsaM
nocre QepMeHTaTUBHOI 06paboTKM HmapadyMHOBBIX CPE30B
MIPOHA30Ii.

Ilna uckmiodeHuss cucteMHoro AL-A BceM mnanueHTam
BBIMTO/THSA/IN L{UTOIOTMYECKOe, IVCTONIOTNYIECKOe VM MMMYHO-
¢denotunmyeckoe uccnegosanue KM. [Ina ompenenennus abep-
PAHTHOCTYM IUIa3MaTWYECKMX K/IETOK VCIO/MB30BAIU METOJ
13-IpOTOYHOI MHOTOLIBETHOI LIUTOMIYOPUMETPUIL.

B kadecTBe K/IOHpeRyLUpYIOIIell Tepamuy IOCIef0Ba-
TeNbHO Ha3Ha4YajayM KOMOMHAIVM IperapaToB, BKIIOYAIOIINX
maparymyMma6, 6opresomud, rukaodpocdamus, feKcaMeTasoH,
JIeHa/IUJOMIJ,.

KAunmnueckuni cayyan 1

VY nmanuentku H. 35 ner B 2020 I. NOABUINCH OXPUTIIOCTD
TOJ10Ca, OlfylleH)e MHOPOIHOTO Tesla B ropranu. IIpu mapusn-
TOCKOIINY BBIAB/ICHO OIYXOJIeBUIHOE 0Opa3oBaHue B IIONCK/Ia-
IOYHOM IIPOCTpaHCTBe ropTaun. B ¢pespane 2021 r. B 6uonrate
06pasoBaHMsl O6HAPY)XeH aMIIONS, (TUIMPOBaHIe aMUION/A
He HpOBOJII/UH/I). B mae 2021 r. BpIIIOZTHEHA Pe3eKINA aMUJIO-
UIHBIX Macc CO2 nasepoM. OgHaKo yepe3 5 MeC OMArHOCTH-
poBaH peunauB 3aboeBaHMA, AMUTOUIHBIE MACChI TIOBTOPHO
ynaneHsl nasepoM. Eile yepes 6 Mec pasBuaach ocTpas JbIXa-
Te/IbHAsI HEJIOCTATOYHOCTDb BC/IEACTBYME OOCTPYKLMM HYDKHUX
ObIXaTeNbHbIX IyTell, B CBA3M C YeM BBINOTHEHA 9KCTPEHHas
TPaxeoCTOMIMSL.

B mapre 2023 r. 60onmbHas obpatmnace 8 PIBY «HMMUII
reMaTo/IorM» C >Ka06aMy Ha OCUIITIOCTb TOJI0CA, OLIyIeHIe
MHOPOJHOTO Te/la B TOPTaHU, TPYRHOOTAENAEMYI MOKPOTY,
HepuofMYecKye MOIbeMbI TEMIIEPaTyphl Tena o cyodeOpnb-
HbIX 3Ha4YeHMIT Ha (OHe YACTBIX OCTPBIX PECIMPATOPHBIX UH-
¢exumit 3a nocnegare 6 Mec. IIpn ocMoTpe — ApIxaHue depes
TPaXeoCTOMUYECKYIO TPYOKY, yBe/IndeHe HeOHbIX MIHAINH.
Co CTOpOHBI APYrUX BHYTPEHHUX OPTaHOB IATONOIMM He BbI-
SBJIEHO.

B x1MHMYecKoM 1 OMOXMMMYECKOM aHaluse KpOBH, KOa-
ry/lorpamMme, obiieM aHanuse Moun — 6e3 OTKIOHeHMIt. B Mu-
eflorpaMMe — IasMaTudeckue knetku 3,2%. IIpu nporodnoi
murodyopumMerpuy abeppaHTHBbIE ITa3MaTUYeCKIe KIeTKU
B KM He BbisBeHbl. B Tpenmano6uonrare KM maronoruy He
HalifieHo. B CpIBOpPOTKe 1 ModYe IapalpOTeMH OTCYTCTBOBAJ,
cofiep>kaHne CBOOOHBIX /IETKUX Iiemeil Ig HaXopunoch B mpe-
menax pedepeHCHbIX 3HaYEHNIL.

IIpy napMHrockonuy BBIABIEHO LUPKY/IAPHOE CY)XKeHMe
IIpOCBeTa MOACKIaJOYHOrO IIPOCTPAHCTBA TOPTAaHM U Tpaxeu
(mo 6-7 MM) pyOLI0BOJT TKaHbIO, B CBA3M C YeM OBUIO HEBO3-
MO>KHO IPOBeCTU OPOHXOCKOII Yepes poT. [Ipy 6poHxXOoCKOmMI
(4epe3 TpaxeocToMy) Ha HepefHeil CTEHKe TOPTaHU BM3ya-
JM3UPOBAHO MOJMUIIOBUAHOe obpasoBaHme BbicoToil 0,3 cM
u puamerpoMm 0,2 cM. CTeHKM Tpaxeu M KPYIHBIX OGPOHXOB
MeNIKoOyrpucTble (IUII0C-TKaHb), CIM3MUCTAas YTO/IIEHA M KOH-
TaKTHO KPOBOTOYNBA, C MHO)KECTBEHHBIMY I'PaHYIIALUAMIY, Cy-
JKVMBAIOLIVMIY IIPOCBET ITIABHBIX OPOHXOB U MPOMEXYTOYHOTO
6ponxa crpasa (puc. 1).

MaruutHo-pesonancHass  (MP)-tomorpadust  maArkmx
TKaHEJ LIeM ¥ OPraHOB TIPYNHONM KIETKM IIOKasajaa TUIEp-
WIasuio MMMQOUSHON TKaHM ITIOTOYHOTO KOJbLA (IIpemMy-
I[eCTBEHHO HEOHbIX MUHMA/IVH): JieBasi HeOHasi MUH/A/IMHA —
20%x12x34 MM, npaBas HeOHas MUHAanuHa — 17x10x30 MMm.
BerencTBue ApPKO BBIPQKEHHON THUITEPIUIasuM TUMQOMIHBIX
CTPYKTYP IIPOCBET POTO-, TOPTAHOITIOTKY Pe3Ko cyKeH. Ompe-
TeNAACh CTEHO3 MOJACKIAZOYHOrO OT/e/la TOPTaHU U Tpaxen
3a cyeT LMPKY/IAPHOro pyblia, yTOMIeHe CTeHOK TOPTaHU U
tpaxen. KommbrotepHas ToMorpagusi OpraHoB IPYAHOI KIIeT-
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Puc. 1. bponxockonus. CTeHKH Tpaxen U KPyrHbIX GPOHX0B
MEeAKOGYIrpHCTbIe (OMNPEAEASIETCS MAIOC-TKaHb), CAM3MCTas

C MHOXXECTBEHHbIMM TPAHYASILIMAAMM, CY)KMBAIOWIMMM MPOCBET
TAQBHbIX GPOHXOB.

Fig. 1. Bronchoscopy. The walls of the trachea and large
bronchi are finely lumpy (plus tissue is determined), mucous
with multiple granulations narrowing the lumen of the main
bronchi.

KM TaKXe IIOATBEPAWIA pe3Koe LMPKyILipHOoe auddysHoe
yTOJILeHNe CTEHOK Tpaxeu 10 5,3 MM 1 OpOHXOB (B 6onbIeit
CTeIleHN ITIaBHBIX U BePXHEOJIEBDIX, O0JIbIIIe CIIpaBa).

B 6morrate O6poHXa B CTPOME BBIsAB/IEHO OT/IOXeHMe KoH-
rO-IIO3UTYBHOTO TOMOTEHHOTO OeCK/IETOYHOro Marepuana C
SI67I0YHO-3€/IEHOBATHIM CBEYEHMEM B IIOJISIPU30BAHHOM CBETE
(amunonpa). Cpeayt aMIIONFHBIX MacC OOHapy>KeHa CKyZHas
0YaroBO-MHTEPCTULMAIbHAS UHOUIBTPALVSL U3 MEIKUX JIUM-
(OMAHBIX KJIETOK C IIPUMECHIO 3PENbIX IIa3MaTUYeCKUX Kile-
TOK (pHC. 2, a, b). B yqacTKax OT/IOKeHVsI aMU/ION/IA BbIsIBTIEHA
duKcalys erkux remneit 1AM6pa (+++) Ipu oTCyTCTBUM PUK-

carM JIETKMX 1ernert Kamma (puc. 2, ¢, d). Metogom CISH cpe-
IV MacC aMMIOMMIA BBLAB/IEHBI HeOOJIbIINEe CKOIUIEHNUS IIIas-
MaTU4YeCKUX K/IeTOK, MOHOTUIIMYHBIX I1I0 JIETKOI 1T 1AMO/a,
TP 3TOM Kalllla-TIO3UTUBHbIE K/IETKY eIV HIIHbIL.

Ha ocHoBaHUM (pu3nKambHbIX, MHCTPYyMEHTA/IbHBIX, [IATO-
MOP(OIOTNYeCKIX METOHOB MCC/IESOBAHNUS YCTAHOB/IEH AMa-
THO3: JIOKa/IbHblT AL/\ aMuIonzio3 ¢ mopakeHneM MUHAAINH,
rOpTaHu, Tpaxen 1 GPOHXOB.

B cBsi3M ¢ mopakeHMeM >XVM3HEHHO Ba)KHOTO opraHa (fibl-
XaTe/IbHBIX ITyTeil), NMPOTPeCCUPYIOLMM TedeHMeM MU pac-
IPOCTPaHEHHOCTBIO IIpollecca HavyaTa CUCTEMHas Tepammsd,
HaIIpaBJIeHHas Ha PeNyKILUIO KIIOHa abeppaHTHBIX IIa3MaTy-
4ecKMx K/eTok. IToc/e 6 KypcoB jiedeHus, BKIIOYAOIETro fa-
parymymab, 6oprezomubd, unkiaopochamus, feKcaMeTasoH, B
rOpTaHu, Tpaxee ¥ OPOHXaX BBISBIEHHbIE U3MEHEHWsI COXpa-
HSUIUCD, OJHAKO OTMEYEeHO HEKOTOPOe YMEHbIIeHNe B pa3Me-
pax HeOHBIX MUH/A/IVH: cipaBa — ¢ 21x16x36 1o 17x13x31 MM,
creBa — ¢ 20x14x33 go 16x10x25 mM. CocTosiHME paclieHeHO
Kak cTabmamsarys. Y4uTbiBasi OTCYTCTBUE METOLOB KOHTPO-
7151 32 3¢ eKTUBHOCTBIO Teparuy (OTCyTCTBYIE MOHOK/IOHA/Ib-
HOII CEKpeLy, U3MePsIeMOro KJIeTOYHOTO CybCcTpaTa), peleHo
IPOJO/DKUTD JledeHre ¢ foOaB/eHeM MMMYHOMOZRY/ISATOPOB
[0 IIpOrpaMMe: JapaTyMyMal, TeHaIUAOMI[, [eKCaMeTa3OH.
JleyeHe MPORO/KAETCS B HACTOSIIIIEE BPeMsl.

KAMHHuYeckui cayvan 2

Y manuenTku [I. 48 net B 2018 I. mosABMIOCH 06pa3oBaHue
B IIOJbsA3BIYHOI 00/1aCTH, KOTOPOE YBEINUINMBA/IOCh B TedeHMe
3 net (puc. 3). Kpome TOro, oT™MedeHO yBemMdIeHNe pPa3MepOB
TIOJ[YeTIOCTHBIX CTIOHHBIX JKe/le3 ¥ CIe3HOM JKeye3bl CIpaBa.
3aboneBaHNs COEAMHUTENBHON TKaHM, B ToM uncie 1gG4-ac-
COLMMPOBaHHbIe, NCK/IIOYeHBl. B ceHTsi06pe 2022 I. marueHTKa
obparnnace 8 OI'BY «HMUI] remaronorum». Ilpu obcneno-
BaHUUM BbIABJ/ICHBI O6Pa30BaHI/Ie MATKOTKAHHOM TIJIOTHOCTU
5x2 ¢M B NOBSI3BIYHOI OO/IACTH, IUIOTHBIE Ge360/Ie3HeHHbIE
HOBOOOpa3oBaHUs 5X5 CM, CIasHHbIE C OKPY)KAIOLIVMI TKa-
HSIMM B ITOFHVDKHEYETIOCTHOI 06/1acTy ¢ 06eMx CTOPOH, 06pa-
30BaHMe B IPOEKINM IIPABOIl C/IE3HOI XKe/lesbl, IITO3 BepXHe-
ro Beka cipasa. [Ipu o6ceoBaHNN M3MEHEHUS CO CTOPOHBI
IOPYIMX BHYTPEHHNUX OPTaHOB He BBbIABJIEHBI. B KInMHMYecKOM
U OMOXMMIYECKOM aHalu3e KpOBM, KOaryliorpamme, obiem
aHa/mM3e Moy — 6e3 OTK/IOHEeHMIL. B Muenorpamme — mmasma-

Lambda, FITC, x10

Kappa, FITC, x10

Puc. 2. Tuctorornueckoe uccaeaoBanue 6uontara 6poHxa: a — KOHro-nosuTUBHBIA rOMOreHHbIN GECKAETOUHbIN MaTepuan
(aMMAOMA), CKYAHAs! O4ArOBO-UHTEPCTHULIMAABHAS AMMCDOMAA3MOLIMTapHAs MH(DUABTPALMS; b — aMUAOMAHBIE MacChl C SOAOUHO-
3eAeHOBATbIM CBEYEHWEM B MOASPU30BAHHOM CBETE; C, d — UMMYHOAIOOPECLIEHTHOE UCCAEAOBaHME C MpumeHeHuem FITC k
Karmna u AsMbAa MOHOKAOHAABHBIM AEFKMX LIeMsIM [C — B y4acTKax OTAOKEHMSI aMMAOMAQ — DKCTIPECCUS AETKMX Liereit Asmbaa

(+++), d — akcnpeccus Aerkux uenen kanna (-)].

Fig. 2. Histologic examination of the bronchus biopsy specimen: a — Congo-positive homogeneous cell-free material
(amyloid), scant focal interstitial lymphoplasmacytic infiltration; b — amyloid masses with apple-greenish luminescence in
polarized light; ¢, d — immunofluorescence study with FITC to kappa and lambda monoclonal light chains [c — in the areas of
amyloid deposition — expression of lambda light chains (+++), d — expression of kappa light chains (-)].
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tideckue Knetku 0,8%. Ilpu npoToynoit nutodryopumeTpnn
abeppaHTHble mTasmMaTndeckre kretkn B KM He o6Hapyske-
Hbl. [Tpu nccnenoBanuy tpenano6uonrara KM maronornu se
HalifieHo. B chIBOpPOTKe M MoYe NapampoTeMH OTCYTCTBOBAI,
cofep>kaHue CBOOOMHBIX JIETKUX Iierneil Ig Haxopuaoch B mpe-
Henmax pedepeHCHbIX 3HaYeHMI.

CornacHo KOMIbIOTEPHOI TOMOTpad Uy MUHAIMHBL Basib-
IellepoBa KOJ/blia yBe/M4eHbl ([I0TOYHAs, HeOHasl, 3bIYHAs)
C HaJIM4yyeM Ka/lblIMHATOB — CYMMapHbIe PasMephl ITIOTOYHOI
MMHOAMMHBL 21X56%38 MM. JIMarHoCTMpPOBaHO yBenn4eHue
[IPaBoIt CTIe3HOI JKere3bl (9x20 MM), IOUeTI0CTHBIX CTIOHHBIX
xernes (mpaBast — 22X22x42 MM, n1eBast — 28xX29x46 MMm).

Buonrar HOBOOOpa3oBaHMS B POTOBOI IIOJIOCTH IIpef-
CTaBJleH (pparMeHTaMy puOPO3HOI TKaHU C MACCUBHBIMU OT-
TIOXeHMAMM aMOPQHBIX 303MHO(MIBHBIX Macc. IIpu okpacke
KoHro-KpacHbIM BbBIAB/IE€HBI YYaCTKIU JIEIOHMPOBAHMA KOHTO-
¢unbHorO BemtecTa ¢ 3¢ GeKTOM ABYTydelpe/IOMICHN B IO-
JsIpU30BaHHOM LiBeTe. Cpelyt aMIIOMAHBIX MacC OIpefie/IeHbl
HEMHOTOUNC/IEHHbIe IIa3MaTu4ecKue U MelKye MMM ouHbIe
KneTKu. IIpy MMMYHOIMCTOXMMMYECKOM MCCTIEIOBAHUN «3a-
MypOBaHHbIe» IUTa3MaTMYecKue KIETKM 3IKCIpeccupoBann
CD138 (mMem6paHHas peakIs), 6bIIN HETATUBHBI IIPY Peak-
musax ¢ antutrenoM K CD19, MOHOTUIIMYHBI 110 JIETKOM I[Ny
naM6pa. B yuacTKax oT/IOKeHVsI aMIUION/a BBIsBIIeHa SKCIIpec-
Cyst JIETKYX Leredt 1sMb/a (+), pUKcanms Ierkux Iierneit Karia
oTcyTcTBOBana. Ha ocHOBaHMM NO/TyYeHHBIX JaHHBIX YCTaHOB-
JIeH [MarHos: JIOOKa/abHbIT AL/N aMmionpos ¢ mopaxeHuem
IIOTIOCTY PTa, MUH/IA/IVH, CIIOHHBIX U CTIe3HBIX XKeTles.

ITanueHTKe IpoOBefieHO 6 KYPCOB Tepanuy ¢ IpYMeHeHNeM
6oprezomuba, nuknodpocdammpa, gexcamerasona. Ilpu KoH-
TPOTIBHOM 00C/IEOBaHNN pa3Mepbl HOBOOOPAa3OBaHMUIT B PO-
TOBOJ IIOJIOCTYL OCTAJIUCH IIPEXXHUMM, OFHAKO HAO/IIOfaNm He-
3HaYMTETbHOE YMEHbIIeHe IIOAYEeTIOCTHBIX C/IIOHHBIX JKeJles:
crpaBa — ¢ 42x18 o 38x16 MM, creBa — ¢ 48x22 mo 42x18 MM.
Jlasee Tepanmuio MpORO/KWIN C HOOABIEHMEM MMMYHOMO-
IYIATOPOB IO IPOrpaMMe: [aparymMyMa0, JIeHalIupjoMuf,
JeKcaMeTa3oH. B HacToslee BpeMs HaljieHTKa IPOfIO/KaeT
7iedeHue.

KAuHMueckuni cayqan 3

Y naupentku C. 74 net B gexabpe 2020 I. HOSABUIOCH IJIOT-
Hoe Oe3bome3sHeHHOe 00pasoBaHME B HAPYXXHBIX OTHENIaX
paBoit opouTe! (pasmepsl 28x15x30 MM), KOTOpOe YEAININ.
OpHaxo 4epes 1 rof B TOM ke MeCTe pasBUICA PeLUAINB, aHa-
JIOTIYHBbIC HOBOO6paSOBaHI/IH IIOABM/INICH HAa BEPXHEM BEKE
cieBa. B despare 2022 r. mOBTOPHO yAaieHO 0OpasoBaHue Ha
IpaBoil OopbuTe, a TaKKe MPOBeNeHA JIA3ePIKCUU3UA HOBO-
06pa3oBaHNsl JIEBOTO BepxHero Beka. IIpy rucromormdeckom
VICCIEfOBAHMY BBIABIICHDI AE€NIO3NTDBI aMIION[A, HO TUIIVPO-
BaHMEe aMIiIonja HE IIPOBOAMIIN. B nam)HeﬁmeM BBIIIO/IHCHA
KOH(OpMHas ydeBast Tepaysi Ha MPaBylo [IA3HUIY B [j03€
30 Ipoaii, OfHAKO IOMOXNUTENbHON AMHAMUKI HE JOCTUTHYTO,
pasMepbl HOBOOOpa3OBaHMs yBEeMUIMIUCh O 40x35%30 MM.
Kpome Toro, Ha mpoTsDkeHnu 2,5 JieT MalyeHTKa Hab/ofata
yBeMYeH)e pasMepOB OKOJIOYIIHBIX U ITOJYETIOCTHBIX CIIOH-
HbIX JKefe3. Briepsble 6onpHas obparmtace B OI'BY «HMMUIL
reMarosiornu» B sHpape 2024 r. OHa IpenbABIAIA )KaIoObl Ha
IVcKkoM(OPT B IIA3HULAX, OMYIeHe BEPXHUX BeK, HEIIOMHOe
CMBIKaHJe IIa3HOJI Liely HpaBoro I7Ia3a, yBeaudeHue OOmb-
IIVX C/IIOHHBIX Kerte3. B o61eM KIMHIYECKOM U 61oXuMude-
CKOM aHa/luse KpOBU, KOaryJorpaMme, o0leM aHajm3e MOun
OTKJIOHEHNA OT HOPMBI OTCYTCTBOBA/NU. B oT/mune oT mpepsi-
AyLIMX MALMEeHTOK Y Hee OOHapy)keHbl MOHOK/IOHA/IbHASI Ce-
KperLyisi CBOOOHBIX JIerKux merest A 545 mr/n (N 5,7-26,3 mr/m)
u 6enok benc-IxoHca B koHUeHTpauun 0,19 r/n. Ilpu stom
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Puc. 3. MarkotkaHHbie HOBOOGPa30BaHUsA B MOAbA3BIYHOM
obAacTy.

Fig. 3. Soft tissue neoplasms in the hyoid region.

Puc. 4. byrpuctble pa3pacraHis B BEPXHEHAPYXXHbIX OTAGAAX
0OpoMT, B NPOEKLIMKM CAE3HDIX XKeAe3. [1T03 BepXHMX Bek,
HEMOAHOE CMblKaHME FAA3HOM LWEeAM CrpaBa C YlleMAEHUEM
KOHBIOHKTUBbI.

Fig. 4. Bumpy growths in the upper external parts of the
orbits, in the projection of the lacrimal glands. Ptosis of the
upper eyelids, incomplete closing of the eye slit on the right
side with conjunctival impingement.

abeppaHTHBIX IIa3MaTN4ecKnX KaeToK B KM He BBLABJIEHO.
ITopa>keHue APYIMX OPraHOB-MMINeHeil (IIOYeK, CepAla, Ie-
YeHM, HEPBHOI CHMCTeMbI) OTCyTCTBOBano. IIpum ocMoTpe B
HApY>KHBIX OT/e/IaX OpOUT BU3ya/IM3MPOBAHbI OYTPUCTBIE HO-
BoOOpasoBauys Koxu. [Ipy manbmanuy B MPOEKLNH CIe3HbIX
JKeJIe3 OIpeielleHbl KPYIIHble IVIOTHBIE 00pasoBanmst (puc. 4).
Habiogany nTo3 BepxHero BeKa IpaBoro 1as3a, He3HaunTeNlb-
HBIIT 9K30(Ta/IbM, HeCMbIKaHMe IJIA3HOI Ie/N C yieMIeHUeM
KOH'BIOHKTVBBI B HapY>KHbIX OTAieNIaX. [lanbnmposanuch pe3ko
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CASE REPORT

Puc. 5. MP-Tomorpacpmst MArkMx TKaHei AMLIa M OPOMT: a — yBeAMYEHHbIE B Pa3MepPax MOAHMKHEUEAIOCTHbIE M OKOAOYLLHbIE
CAIOHHbIE XeAe3bl; b — npaBasi opbmTa (06beMHOE 06PA30BAHME B BEPXHEM HAPY>KHOM KBAApPaHTe OpOUTbI 6€3 YETKMX rpaHMmL,
C PacnpoCTpaHeHUEM B MOAKOXHO-KMPOBYIO KAETHATKY M Ha 0OAACTb CAE3HOM >KeAe3bl); AeBasi opouTa (B MPOEKUMMU CAE3HOM
>KeAe3bl MATOAOrMyeckue MacChl C HEOAHOPOAHbIM MP-CHUrHAAOM).

Fig. 5. Magnetic resonance imaging of the soft tissues of the face and orbits: a — enlarged submandibular and parotid salivary
glands; b — right orbit (volumetric mass in the upper outer quadrant of the orbit without clear boundaries, with spreading into
the subcutaneous fatty tissue and to the lacrimal gland area); left orbit (pathologic masses with inhomogeneous MR-signal in

the projection of the lacrimal gland).

yBeNYeHHbIe KAMEHUCTOI IITOTHOCTU OKOJIOYIIHBIE U TTOfde-
JIFOCTHBIE C/TIOHHBIE JKeTIe3bl.

Ha MP-romorpaduy MATKMX TKaHeil 11La 1 OpOUT BbISAB-
JIEHO yBeJIIYeH1e OKOJIOYIIHBIX CTIOHHBIX XKeJles: IIPaBoil — 10
62x45%x48 MM, neBoit — 10 47%x35X60 MM, a TaK)Ke TTOIIETI0CT-
HBIX CITIOHHBIX Xenme3 — mo 43%x32x55 m 47x35x60 MM COOT-
BeTcTBeHHO. Hapy>kHast IpsiMasi MbIIIIA IPABOTo I71asa yTON-
IIeHa JI0 5 MM, MHQUIBTPUPOBAHA II0 HAPY>XHOMY KOHTYpY 1
KOMIIPMMUPOBaHa OOBeMHBIM 00pa3oBaHMEM, PAacCIIONaraw-
I{MMCSI B BEPXHEM HAPY)XHOM KBaJpaHTe OpOUTHI, pasMepamu
51x35%32 MM, 6€3 YeTKUX IPAHMUILI, C PaCIPOCTPAHEHUEM B IIOJ-
KOXXHO-)XVMPOBYIO KJI€TYaTKy U Ha OO/MacTb C/Ie3HON >Kele3bl.
B mpoexiyu ce3HOI xejie3bl JIeBOi OpOUTHI BUSYaIU3MpPOBa-
HBI [IATOJIOTMYECKIIe MACChl pasMepamu 35x21x28 mm (puc. 5).

IIpy rUCTONMOrMYeCcKOM MCCIENOBaHMM B b6uomTate 06pa-
30BaHMsI OPOUTHI OOHAPYKEHDBI MACCHBHbIE [IETIO3UTHI AMMUIIO-
MJa, MeJIKVe CKOIIJIEHN ITa3MaTUIecKyX KIeToK. B yuacTkax
OT/IOKEHMsI aMWIONUJIa BBIABJIEHA SKCIPeCccUs JIETKUX Ilereit
nsAM6ma (+). ODKCIpeccust MerKUX Iiemeil Kalllla OTCYTCTBYeT.
B 6uonrare OKOIOYIIHOI CTIOHHOI JKeTle3bl OOHAPY>KEeHbI OT-
JIOKEHMsI aMWIONJia C IIPUMEChI0 3PeNbIX IUIa3MaTUYeCKUX
K/IETOK, MOHOTUIIMYHBIX II0 JIerKol umemm asimbma. Hapsay ¢
3TUM BBIAB/IEHA KPYIHOO4arosas nuMmdongHas MHGUIbTpa-
1, IpefCTaB/IeHHas MoNMKIoHanbHbiMu CD20+ B-xnetkamu
n CD3+ T-xmeTkaMy, 4TO yKa3bIBaeT Ha peaKTUBHBI XapaKTep
ununsrpara. [Ipu MMMYHOTMCTOXMMIYECKOM UCCIIEHOBAHIN
otHouenne IgG4/CD138 coctaBuno <40% (faHHBIe B NONb3Y
IgG4-acconmmpoBaHHOro 3a60/IeBaHMsl OTCYTCTBOBAIN).

Ha ocHOBaHNM IONTYyYeHHBIX NAHHBIX YCTAHOBJIEH [ua-
THO3: JIOKaJIbHBI AL/N aMuIonnos ¢ mopakeHmeM MATKUX
TKaHell OpOuT, 6O/MbIINX C/IIOHHBIX )Kejle3 (OKOMOYLIHBIX, TOf-
YETIOCTHBIX).

HavaTa tepanus, BkIodawomas 6opresomutd, nukmodoc-
damup, nexcamerason. ITocre 2 Kypcos Habmonanm 3G dexTs-
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HOE CHIDKEHJe MOHOK/IOHA/IbHOI CEKPELyIL: COflepXKaHe CBO-
6OIHbBIX JIETKUX Iielleil 1aMOma CHU3UIOCh ¢ 545 mo 36,5 mr/i
(na 94%), 6enok benc-II>xoHca B Moue He ompeneneH. OgHako
B CBS3M C JUINTE/TbHBIM HECMBIKAHVEM IJIa3HO Ie/N IIPABOTO
I71a3a 13-3a MACCUBHBIX Pa3pacTaHWil aMWIOMAA Habmoganm
MOCTOSIHHOE TPAaBMMPOBaHME POTOBUIIBL, YTO OCIOXHUIOCH ee
nepdopanyeit n oTcranBaHneM 060mo4ex rasa. B mae 2024 .
BBIIIO/IHEHBI 3BVICLIEPALVIS C MHBEPCHeENl 3aJHEro Ioca IIpa-
BOTO I71a33, BpeMeHHas Oredapopadus. B mocienyromem ra-
HIpYeTcsa MMIUIAaHTALMA I7Ia3HOTO IpoTesa. B Hacrosiee Bpe-
M TMalMeHTKa IPOJO/DKAeT IOAydYaTh IPOTUBOOIYXOJIEBOE
JIedeHne.

OO6cyxaeHne

XapakrepHasd OCOOEHHOCTb JIOKambHOro AL-A (ammo-
UJIOMBI) — MaKpOCKONMUYecKass BU3yaaM3alys OIyXOAU Ipu
OCMOTpe W/ MHCTPYMEHTAJIbHBIX METOfaX MCC/IeOBAaHM.
Mp1 npepcTaBuIm 3 KIMHUYECKUX CTydas JoKanbHOro AL-A
C IOpa)keHMeM [bIXaTe/IbHbIX ITyTeil, I71a3 X MATKMUX TKaHeil.
Bo Bcex cmyyasx Impollecc XapaKTepu30BaiIcs MeIJIeHHO IIpo-
TPECCUPYIOLINM TeYeHVeM, a aHaMHe3 3a00/IeBaHIsI COCTABUII
3-4 ropa. K ocobenHocTsM nokanbHOro AL-BapuaHTa ciegyer
OTHECTV MMHMMA/bHBIl KJIeTOYHBI MOpdOIorniecknii cyo-
CTpar, TPYAHO UAEeHTUDULMPYEMBIIl IPU CBETOBOI MUKPOCKO-
1y, 9TO TpeOyeT IPUMeHEHMsT 0COOBIX BBICOKOYYBCTBUTEID-
HBIX METOJOB — XPOMOT€HHO i1 situ TMOPUAM3aLNY C 30HAAMMI
K Kanma u nsam6aa merkum tensim (CISH). Tompko mpu BeImosn-
HeHyy CISH ypmamoch 06Hapy»MTb MOHOTUIIMYHBIE IITa3Ma-
TUYECKMeE K/IETKM, KOTOpble IPUCYTCTBOBAIN B MUHMMA/IbHOM
KOJIMYECTBE.

Y ogHOIT 13 3 MALIMEHTOK BbIABIEHa MOHOK/IOHA/JIbHAS Ce-
Kpelys, YTO HOATBep>KaeT BO3SMOXKHOCTD ee Ha/ln4unsA IpY JIo-
kanbHOM AL-A. Ilo-HaleMy MHEHMIO, OCHOBHBIMY OT/IMYMAMU
JToKa/mbHOTO AL-A OT cucTeMHOrO SAB/ISAIOTCS BoBnedeHue KM,
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YTO MOXXHO IIOATBEPAUTD ITyTeM OOHAPYXXeHWs abeppaHTHBIX
IIa3MATUYeCKNX K/IETOK METOHOM IPOTOYHOI LUTO(Iyopu-
MeTpUM, a TaKXKe OTCYTCTBUe MOpa’keHMsA OpraHOB-MMIIEHelt
(cepruie, TOYKY, TEYEHD).

CTOUT OTMETUTD, YTO OIpefeeHNe TUIIa OeKa-Tpe/lec-
TBEHHUKA KpaliHe Ba)KHO, T.K. BO3MOXKHbI pa3/IM4Hble BapyaH-
TBI JIOKA/IM30BaHHOTO aMIION/I03a, B TOM 4ncie AA-aMUION-
703, YTO IIPEMNIONIAraeT PasHble MIOAXO/bI K IEUEHMIO.

Hecmotps Ha orcyrtctBre cnucremuoro AL-A u 6maromnpu-
SITHBIIL IIPOTHO3 [T XU3HU B LI€JIOM, MbI HAaOIIOGaMN TsDKeIoe
MHBAIMIM3MPYIOIiee IIOBPEXJieHNEe BHYTPEHHUX OpPTaHOB.
B nepsoM ciyyae nalyeHTKe YCTaHOBJIEHA TPaXeOCTOMMYECKas
TPyOKa, a B TpeTbeM CIydae OOMbHOI MPUIIIOCh YAAMIUTh I71a3
BBU/Y MaCCHBHOTO HOpaXKeHMs 1 eppOopalii POrOBULIBL.

ITpumeHsAeMble paHee METOMbI JIeUEHUs B BUME YAaNeHUA
OIYXOJIEBBIX MACC, Iy4€BOIl Tepalmy OKa3anauch Manosddex-
TuBHBL. HecmoTpa Ha To 4ro nokampHbl AL-A He paccma-
TpMBaeTCAd B KauecTBe IIOKA3aHNMA K CUCTEMHON KJIOHpemy-
LUpYIOLeil Tepaluy, Mbl BIIepBble IPUMEHUIN CUCTEMHYIO
KOMOMHVIDOBAHHYI0 TepalMi0 TAPreTHBIMU IIperapaTamu,
BK/TIOYAIONIVMIU VHIMOUTOPBL IIPOTEACOM, VIMMYHOMOLY/IS-
TOPBI, MOHOK/IOHaNbHBIEe anTuTena K CD38. DddexTnBHOCTD
Tepanuy Npy 10KanbHOM AL-A OIeHUTb JOCTaTOYHO TPYAHO,
0COOEHHO TIPM OTCYTCTBMYM MOHOK/IOHAIBHOI cekpenmu. He-
KOTOpO€ YMEHblIeHle B pasMepax MMHJAIUH M OTCYTCTBME
yBeJIMYeHNsT aMUWIOMIHBIX 00pasOBaHMII TO3BOMIAIOT KOHCTA-
THPOBaTh cTabmamsanuio nponecca. [lomHasa perpeccus amu-
JIOMJIOM BPAJL /I BO3MOXKHA.

JanbHeiliee Hab/MIOeHNe 3a TTALIEHTKAMI ¥ HAKOIIEHIE
K/IMHIYECKOTO OIIBITA TO3BOJIAT IOTYYUTD 60JIee YeTKOe Ipei-
CTaBJIeHMe O Lieneco06pasHoCTy U 9¢EeKTUBHOCTHU KIIOHPELY-

LMpYIOLell Tepanuy Ipy pacIpoCTPaHEHHbIX U PeUANBUPY-
fomyx popmax mokanbHOro AL-A.

PackppiTiie MHTEpecoB. ABTODBI JIEKIAPUPYIOT OTCYT-
CTBJe SIBHBIX V1 IOTEHIMAIbHBIX KOH(IMKTOB MHTEPECOB, CBSI-
3aHHBIX C ITyO/IMKalell HaCTOsIIEN CTaThN.
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