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AHHOTaNMA

B cTaTbe TIpeACTaBNeHO OMMCAHWE KIMHWYECKOTO C/Tydasi: aTWUIMYHOTO TeueHWs MHOXKeCTBEHHOW MuesnoMbl. OcoOblid
WHTEepeC BBI3BbIBAET TeueHUe 3aboseBaHUs 0e3 TUIMUUHBLIX TMPOSIBJIEHWH M JUAarHOCTHYECKUX HAXOJOK, MPOTEKABLIMN MOf,
MacKoW Apyrodi opraHHoW marojorud. OmNMcaHO TeueHWe O0O/e3HU Y MYKUMHBI 47 JieT, paHee He HaOJIIOJABLIEroCs Y
reMarosiora, ero OCHOBHbIe >kajioObl, aHamMHe3 3a0osieBaHus], KIMHWYeCKHe TpOosiB/ieHus. [1pefcTaBieHbl OCHOBHBIE 3Tarlbl
o0cniejoBaHusl M JieYeHUs] TalMeHTa B pasHbIX MEIULMHCKUX YUpeXAeHUsX. V3/10)KeHbl AWarHOCTUYeCKUe THUIIOTe3bl,
TIPUBEIeHbl  pe3y/bTaThl  /1aDOpPaTOPHBIX, WHCTPYMEHTA/bHBIX W [IPyTMX UCCAefoBaHui. IIpeAcTaBiieHbl pe3yJbTaThl
TIPWKU3HEHHBIX U TIOCMEPTHBIX T'MCTOJIOTMUECKUX ucciefoBaHuii. CQopMymvpoBaH OKOHUATeqbHBIN [JUarHod —
MHOKeCTBeHHasi MuesioMa. [IepBUYHBIN CHCTeMHBIH aMUJION/I03 TOHKOM M TOJICTOM KHIIKU, OPbDKEHKH, Cele3eHKH U Cepzla.
YieneHo BHMMaHWEe [UACHOCTUYECKOMY «MapUIpyTy» — TIOPSAKY BBIMIOJIHEHUSI TeX WA WHBIX J1ab0paTOpHBIX WU
WHCTPYMEHTANBHBIX 00C/IeJOBaHUM, a TaK)Xe OTePaTUBHBIX BMeLIaTelbCTB. [10Ka3aHa 3TalHOCTb Pa3BUTHS Y TMALMEHTa Tex
WIN UHBIX OCIO)KHEHHUH 3ab0/1eBaHus.

Takum ob6pa3om, myOIMKaLKMs JAHHOTO KJIMHUYeCKOTro HabJroJeHus: MOXKeT TTOMOYb BpauaM TepareBTHUeCKoro mpouis,
XUPYPruueckoro npo¢uss, Bpayam oOlleld TpPaKTUKU M CHeLUaNucTaM reMatosjoraM B JUarHOCTHKE MHOXKeCTBEHHOM
MHEJIOMBbI C HETUIMWYHBIMU 3KCTPaMeAy/UISIPHBIMY TPOSIB/IEHUSIMU U 130eXaTh OMIMOOK, TIpOMe/jieHUH U HeOJaronpusiTHbIX
HICXOJIOB JIeUeHMUsI.

KitroueBbie c/10Ba: MHOKeCTBEHHas! MUeJ/IOMa, aMUJ/IONZ03, OHKOT€MaTOIOTHsl.
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Abstract

The article presents a case study describing an atypical course of multiple myeloma. Of particular interest is the
progression of the disease without typical symptoms or diagnostic evidence, which presented as another organ pathology. The
course of the disease is described in a 47-year-old man who had not previously been seen by a haematologist, including his
main complaints, medical history and clinical manifestations. The main stages of the patient’s examination and treatment in
various medical institutions are presented. Diagnostic hypotheses are outlined, and the results of laboratory, instrumental and
other tests are provided. The results of ante-mortem and post-mortem histological examinations are presented. A definitive
diagnosis is formulated: multiple myeloma. Primary systemic amyloidosis of the small and large intestine, mesentery, spleen
and heart. Attention is paid to the diagnostic ‘pathway’ — the sequence of specific laboratory and instrumental examinations,
as well as surgical interventions. The stages of development of various complications of the disease in the patient are
illustrated.

Thus, the publication of this clinical case report may assist general practitioners, surgeons, and haematologists in
diagnosing multiple myeloma with atypical extramedullary manifestations and in avoiding errors, delays and adverse treatment
outcomes.

Keywords: multiple myeloma, amyloidosis, oncohematology.

BBejeHue

MHO)XeCTBeHHasi MHejioMa — 3/I0KauecTBeHHOe B-kieTouHoe sumdonponvdepatuBHoe 3abo/ieBaHHe C KIOHATbHOM
nposudeparell aTUNMMUHBIX [1a3MaTUUECKMX K/IeTOK B KOCTHOM MO3Te WM SKCTpaMeAy/lIspHbiXx ouarax. CpeaHuit
ToKazaresib 3aboseBaeMoctu coctapiser 3,0-4,0 cayuast Ha 100 000 uesoek Hacesenus [1], [5]. 3a 2024 rog 8 HUU ckopoit
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riomotu uM. V.U, [IxaHenyz3e [uarHo3 MHOKeCTBeHHON MUeioMbl ycTaHoBieH B 10 ciyuasix, B 2025 (Ha MOMEHT HaricaHust
cratbr) — y 8 marmenToB [2]. Kimmanuecku npuHsATO pasgensarts (commacHo International Myeloma Working Group, [3], [4],
[6]): MOHOK/IOHANMBbHYIO raMManaruio HesicHoro 3HaueHust (MGUS), conMrapHyo 11a3MOLUTOMY, COJTMTApPHYIO I71a3MOLIUTOMY
C MUHUMaJIbHBIM BOBJIeU€HHWEM KOCTHOTO MO3ra, Ty MUeIoMy, aKTHBHYH) MHOXeCTBeHHyl wMuesnomy, POEMS-
CUHAPOM, cucTeMHbId AL-amunonzos. Kiaccuueckum CMMITOMOKOMILIEKCOM MHOKeCTBEHHOW MuesioMbl cunutaeTcsi CRAB-
cunzipoM (110 nepBeiM OykBam Calcium, Ren, Anemia, Bones). CiieffyeT Takke OTMETHTb, UTO 3TOMY OOBIUHO MPE/IIIeCTBYET
JUIUTeNIbHOEe 0eCCUMITTOMHOe TeueHue 3aboneBaHusi. TakTHKa BelieHUWs MAllMeHTOB OTpeessieTcsl cragveil 3aboneBaHus,
HaJM4yleM WX OTCYTCTBUEM OCJIOXKHEeHHH U COIyTCTBYIOLel 1aTo/IOTHH, a TaK)Ke TeM, sIB/IsIeTCs /iU MalyeHT KaHJuaToM Ha
BBICOKOZIO3HYI0 XMMHUOTEPANUI0 W ayTOJOTUYHYIO TPAHCIUIAHTALUI0 TeMOIIO3TUUYeCKUX CTBOJIOBBIX KIIETOK. ATHUITAYHBIE
TIPOSIB/IEHUS] MHO>KECTBEHHOW MHeJIOMBI [JOCTaTOUHO PEeJKW W TIPe/ICTAaB/ISIOT 3HAUWTE/bHBIA WHTepecC AJISi TeMaToJIOTOB U
Bpauell Ipyrux CleLuaJbHOCTel.

Onucanye KJIMHUYECKOIo c/yvast

[TarueHnT — My>kurHa 47 JieT, paHee B I10JIe 3peHus r'eMarosiora He rornazasn. /3 aHaMHe3a U3BeCTHO: B KOHLIe HtoHs 2025
rofia manyeHTa crana 0ecroKouTh roj0BHas 00/b, TOI0BOKPY)KeHHe, OCUILVIOCTh rosioca. I[IpMHMMan mo Ha3HayeHWIo Bpaua
NoMMKIMHUKY AMokcukiaB 1000 mr/cyT (kak COOOIMII T03)Ke — C UCTEKIIMM CPOKOM TOAHOCTH) B TeueHue 4X AHeH, Ge3
3HauMMoro 3¢dekra. lajee K CUMIITOMaM MPUCOEAVHWICS KallleJib C MEHUCTOH MOKDOTOM >KeNTOo-3e/IeHOrO 1iBeTa, o0las
cnabocth mporpeccupoBana, ¢ 5 mo 10 geHb Oosie3Hn Oblla MHOTOKpATHAasi eXXKefHEeBHasi pBoTa. AGZOMUHABHBIN 00/eBOM
CHHJPOM He OMNMChIBaJI, OTMeuas B3/yTHe )KUBOTa.

B cBSi3M C BBILEU3IOKEHHBIM TMaLMeHT O0paTWICcsS 3a MeJWLUHCKOW mnomolgpro. IIpu 06cCiefoBaHWH B YCIOBHSX
MHOTOITPO(UIBHOTO CTalliOHApa BbISIB/IEHBI TIPU3HAKKA OCTPOW TOYEYHOW HeZOCTaTOUYHOCTU B BUZE BBICOKOM a30TeMUH —
KpeaTuHUH 496 MKMOJIb//I, MoueBUHa 14 MMosib/n1. Ilpu noctymienuu no AanHeM KT opraHoB rpyzaHoi knetku (OI'K) —
NpU3HaK1 MH(UIBTPAaTUBHBIX M3MEHeHUH JIeBOTO JIerKoro ¢ (POpMHUpOBAHMEM 30HbI KOHCOMUAALIMY C/leBa. 30Ha KOHCO/IUALIN
TIpaBOro JIErkoro. JIeBOCTOPOHHHUI Maslbli TH/IPOTOPAKC.

Ha xontponsHoit KT OT'K kapTHHa TUMWYHOI BUPYCHOM [IBYCTOPOHHEM IOMCerMeHTapHON THEBMOHUHU. ATepOoCK/Iepo3
aopThl ¥ KOPOHapHBIX apTepuil. BropuuHble nM3MeHeHHsl (MeTacTaTUUYecKoe IOpa)keHWe?) TPYAHOro OT/ea MO3BOHOYHHKA.
[HerenepatnBHO-AMCcTpOdHUUecKoe 3abojieBaHHe MO3BOHOUHMKA. OCTEOXOHZPO3 TPYZHOTO OTZesa MO3BOHOUHMKA 2 CT. Ilpn
MoceBe MOKPOTBI — POCTa MHUKPOOPraHW3MOB HeT. C yUeTOM COXpaHsIBILEHCS PBOTHI 0e3 4eTKOW CBS3U C TIPUEMOM ITHLIH
BoimosiHeHa OIIC — yMepeHHO BBIPA)KEHHBIM TOBEPXHOCTHBIA TacTpUT. B ikenmyake O0MbIlOe KOTWYECTBO 3aCTOHHOTO
COZIeP)KMMOT0, TIPUHSTO PelleHNe 10 YCTaHOBKe Ha3oracTpanbHoro 30Hza. 1o qaHHbIM KoHTpoabHOW KT GproiiHoit nonocty u
Majoro Tasa — IPU3HAKU KUILEYHOM HeNpoXOAUMOCTU. I3MeHeHuss B L1 MO3BOHKe U JIeBOM MOJB3JOLIHOW KOCTH,
TIPe/INOIOKUTEILHO — MUeIOMHbIe ouard. 110 aHHbIM rpoTeMHorpamMmbl — O6uwmii 6enok 73,8, AnboymuH 46,2%, Anbda-
1-rnobynus 4,52%, Anbda-2-robynun 14,64%, Bera-rnobymun 12,07%, T'amma-rnobymux 22,65%.

YuuteiBass [JaHHble 00ciefoBaHMs, OBLUIO TIPUHATO pelleHWe O TIPOBeAeHWH [AUarHOCTHUYEeCKOH JiarapoTOMHY,
VMHTPAOIIePaL[IOHHO TIPH PeBU3MM TOHKas KWINIKA OT CBSI3KK Tpelilja 10 MIeorjeKabHOTO yIvia apeTUyHa, paciuupeHa jjo 4-5
CM, CTeHKa TUrepTpodHpoBaHa, cepo3a Oie[jHasi, OKPhITa MHOXKeCTBEHHBIMH MeJIKUMH TPOCOBHIHBIMMY IpaHy/ieMamu, 6e3
riepopaLiiu, NeprCTaILTUPYET, )KU3HeCcrnocobHa. B Gpbpkelike TOHKOM KHIIKU MHOXKECTBEHHBIe 0TeuHble j1/y 0 0,8 cm. B3sTa
OvoricHs yuacTKa Cepo3HOM OOOJIOUKM KHWIIKA Ha, Ma3KH Ha CTekjaa € OprommHbl. [lo pe3ynbraTtaM T'MCTO/IOTMYECKOTO
HcciesjoBaHus OUoMNTaTa TOHKOM KHUILKY: B IIperiapaTe KpaiiHe Menkuil (parMeHT C/IM3UCTON TOHKOTO KHIIIEUHUKA C JKeJle3aMy,
BBICT/IaHHBIMU TIPU3MaTWYeCKUM SMUTeNeM, MOBepXHOCTHOW 3posueit u auddysHoit nmumMdourTapHOo HUHGUIbTpaLUei,
BbIp@KeHHBIM (ubpo3om u Jedopmaneld Bcex TMpUneXalx cjaoeB. [laHHas TUCTOJIOTAYECKas KapTWHA MOXKET
COOTBETCTBOBATh CTPUKTYpHpYHoLieii popme 6ose3nn KpoHa ToHKoro KuiieuHuka. brima Hauara Tepanus Cysbdacanazuaom
o cxeme: Ha 1-e cytku 500 mr x 4 p/cyTky, Ha 2-e 1o 1 1 x 4 p/cyTky, gasnee: no 1,5-2 r x 4 p/cytku. I1pyu noBTOpHOM NoCeBe
MOKpOThI mosnyded poct Klebsiella pneumoniae 1x10° (uyBcTBuTenbHa K Meponenemy), Candida albicans 1x10°. YuuteiBas
Ha/Wuyve My/AbTHOPraHHOIO TIOpakKeHUsl (JIerKve, TO3BOHKYM, TOHKas KHWILKA), [JI1 WCK/IIOYEHHsT CUCTEMHOCTH TeueHHUs
3ab0/1eBaHust ObLT BHIMOIHEH KOHTPO/Ib UMMYHOII0Oy/MHOB: IgM — 0,09 r/n1, IgA —0,37 r/n, 1gG — 3,91 r/n. AH®, AHLIA,
antutesna K pApycrnupansHod [JHK — orpunarensHel. Ha ¢oHe mnpoBoAuMON Tepanmuu IloueyHas HeAOCTAaTOUYHOCTb
paspelmaack, 0CTpodasoBble MapKepbl CO 3HAUMMOM MOJI0KUTEIBHON JUHAMUKOM.

Ha xontposnbHoii KT OI'K — KapTHHa yuacTKOB KOHCOJIM/IALIMK B OPCAbHBIX OTAenax 000uX jerkux. [IByCTODOHHUIA
Masiblii TMAPOTOpakC. MHOKeCTBeHHbIe OCTEOJMTUYeCKHe Ovard B Tejax TPYAHBIX NMO3BOHKOB. [lo pesynbraram aHaiMsa
MOKpOTHI ObI/T 06HApYKeHbI KHC/IOTOYCTOMUMBEIE MUKPOOPTaHU3MBI. B CBSI3W C Ha/lMuKeM Y TalfeHTa JIeTOYHOr0, KOCTHOTO
Y KUILIIEYHOTO MOPaKeHHs, a TaKXXe JaHHBIX aHaMHe3a (KOHTAKT C TIalMeHTOM, OONbHBIM TIOATBEP>KIAEHHBIM TyOepKy/ie3oM B
2018 r.), mpeAmnonaraeMelii JUarHO3: TeHepalTU30BaHHbINA TyOepKy/ie3 ¢ MOpakeHHeM TOHKOW KHILKH, JIEFKUX, TI03BOHOYHHKA.
3aouHo mipoBefieHa KoHCynbranus ¢ HUM ®tusnomnynsmoHonoruu (CaHkT-IleTepOypr), BBIMONMHEH JUAKCUH-TECT, pe3y/ibTar
— orpuuarensHo. [TosyyeHo 3akmouenus ¢pTr3uaTpa 06 OTCYTCTBUM Yy MaljeHTa TyOepKyJiesa.

[Mauuent nepesesed B HUW CMIT um. .M. Txanenupaze. [JuarHo3 nepeBoJHOTO 3MUKPHU3a 3Byuasl CJeJyomum obpa3om:

OcHoBHOe 3abosieBaHMe: HEYTOUHEHHBI TacCTPOSHTEPUT C Pa3BUTHEM KIMHUKMA —JWHAMHUYECKOH KHIIeUHOH
HerpoxXoJUMOCTH.

KoHKypupyomyii: BHeO0IbHUYHAS By CTOPOHHSIS [TOTMCerMeHTapHasi THEBMOHHUS

OcC/o)XKHEHHS] OCHOBHOTO 3a0osieBaHMs: BBICOKas JAWHaMUYeCKas KHIIeuHas Hernpoxopgumocts. OIIIl Hen3BeCTHOM
JlaBHOCTH, paspellleHue. JIeBOCTOPOHHMI Majblii TMPOTOPAaKC. BTOpHYHble M3MeHeHUs TPYJHOrO OTZesa MO3BOHOUHMKA.
BenkoBo-3HepreTHuecKas HelOCTaTOYHOCTh. DKCUKO3. AHeMUsI JIeTKOW CTereH! TSDKeCTH.

ConyTcTBytomye 3aboeBaHuys: TUrepToHruueckas 6osesns II ct., AI" konTponupyemasi, Pruck CCO 3.
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Temorpamma: I'emorio6un 84 r/n, Dputpouutsl 2,64 x 10'%/1, Tematokput 24,3%, TpomGoruTsl 123 x 10%1. Bruoxumus
ceiBopoTKY: Kpeatnnus 41 Mxmorb/n, Obuwmii 6enok 42 r/n/. Perrrenorpadus OT'K: yyacTku HeOZHOPOJHOW WHGUIETPALUH
B HIDKHUX U CpefHMX oTAesax ¢ 2-x crtopoH Y3W. OBIL: cBobopaHas >KUAKOCTh B OpIOIIHON mosocTH. JKUAKOCTh B
TUIeBPabHBIX CHHYyCaX € AByX cTopoH. ['enmaromeranvst. Juddy3Hbie n3mMeHeHus reueHu.

Mo panHeiM CKT rpygHOM K/IETKW: THUMOJEHCHble pa3HOKamuOepHble BKJIFOUEHHs] B TeslaX BUIWMBIX OTJIe/IOB
TI03BOHOUHKKA, Heslb3s MCK/IOUMThH T1aTOJOTMuecKuil repesom Tena L1 ¢ ymepeHHOH BeHTpasbHOW KIMHOBUAHOCTBIO Ge3
Cy>XeHMsI TI03BOHOUHOro KaHasa. CKOpPpeKTHpOBaHa aHTHOakTepuanbHas Tepanusi: Pudammuuuma 300 mr 1 p/cyt B/B +
Bankomurus 1 1 2 p/cyt B/B + Metponuzazon 250 mr 4 p/cyT sHTepasibHO. Vicxoas U3 JaHHBIX 00 aHEMUH, 0CTeO0AeCTPYKLIUH,
CHIDKEHMM K/IMpeHCa KpeaTMHWHA YCTAHOBJEH IIpeJjBapUTe/IbHBIM [JMarHo3: MHOKeCTBeHHasi wmuesnoMa. C  Liesbio
I depeHIMaTBHON JUAarHOCTUKU MeXX/y TeHepa/i30BaHHBIM TyOepKyJie30M C TOopa’keHHeM KHWILeYHHKA, KOCTeH, JIerKux,
BOCIA/IUTE/TbHBIMU 3a00/IeBaHUSIMU KHILIIEUHUKA, OHKOTIATO/IOTHeH, MHOYKeCTBEHHOM MHeIOMOH, KOHCUTUYMOM ObLIO TIPHHSITO
pellleHre O TIPOBEJeHHWH [JUAarHOCTUYECKOH JIarapoCKONWK [/t B3ATHS OMOICHM C/IM3UCTON TOHKOM KHIIKH, IUMGOY3/I0B,
BbIroTa OpromHo# monocty Ha [TIP mukobakrepun Ty6epkysne3a (MBT). Ha3nauensl noBropabie ®ITIC, ®KC c B3siTHeM
ouoncun causucton JKKT, a Takke TTPOMBIBHBIX Bog Ha ITIIP MBT. Takke MPUHSTO pellleHre BLINOJIHUTh Ouorcuio Tena L1
TMI03BOHKQ, TPENIaHOOHOIICHIO KOCTHOTO MO3ra.

ITo pesynbratam JUarHOCTUYECKOM JIarapoCKONUM: B OpIOIIHOM MosocTy 0Koao 30 MJI MyTHOBATOTO BBINOTA (B3AT Ha
WCC/Ie[IOBaHME), BBIDAKEHHBIM CIMAeyHbI TPOLECC, HA OCMOTPEHHOM YyuacTKe OpIOLIHOM TMOJIOCTH TOHKas KHIKa He
pacuMpeHa, C yMepeHHbIM OTEKOM, PHIHJHA, €/1abo TepucTansTUpyet, CyOCepO3HO OIpejessiioTC MHOXKeCTBEHHbIe
MpOCOBU/HBIE 00pa3oBaHMs, Takue >ke 00pa3oBaHMs M0 TMApUeTaJbHOW W BUCIEpPAJbHOW OpromHe (B3sta OHOMCHS).
BpbpkeeuHbie TMMQOY3/Tbl HE YBeTHUeHbl, MSITKHUE, TIOABMKHBIE (B3ATa GUOTICHS).

ITo [JaHHBIM THUCTOJIOTUYECKOTO HWCCIeNOBaHUS — JUM(aTHUeCKui y3en, (parMeHT Cepo3HOW 00O0JOUKM KHLIKH |
(parMeHT OpbDKEHKM TUIIOBOIO TMCTOJIOTHUECKOTO CTPOeHHUs; JMMGaTyecKuil y3el C COXPaHHOM I'MCTOapXUTEKTOHHKOM,
yMepeHHbIM oTekoM. [Tpu okpaummBanuu 1o Metogy Lluns-Hunbcena Mykobakrepun He obHapyskeHbl. ViccnefoBaHue BbINIOTA
OpIOLLHOM MOIOCTH, MIEBPAIbHOM >KUAKOCTH U COAep>KUMOro 6poHxoB Ha MBT — oTpurjaresibHoe.

ITo paHHBIM acnMpalMOHHOW OMOTICHM KOCTHOro Mo3ra: ITyHkrar 6orar K/eTOuHbIMHU 31eMeHTaMu. KiieTouHblid cocTaB
nosmMopdHEIA. TN 3pUTPOMNO33a TMpeuMyIeCTBeHHO HopMoOsacTidecKuid. MuenonHeli pPOCTOK. VIHZEKC CO3peBaHUs
HEUTpPOU/IOB CHIDKEH. YMEPEHHO YBeJMUYeHO KOJMUEeCTBO HeHMTPOGHMIBHBIX MHEOLUTOB, CerMeHTOsIePHbIX HeHTpo(dUIoB.
Mopdosnoruuecku: 6e3 ocobeHHocTell. MopdhonornyecKUx MPU3HAKOB JUCTPAHYJIOLMTON033a He 0OHapy»keHo. MueyoujHbIe
muto3sl — 1:500. DpurpongHbli pPOCTOK. VHAEKC CO3peBaHMs] SPUTPOKApPHUOLIMTOB B HOpMe. Mopdosiornuecku —
SPUTPOLIUTEI HOPMa/IbHBIX pa3MepoB, HeOObIION TOMKWIOLUTO3 M aHU30XpoMusi. IIpUCYTCTBYIOT sIBJIeHUsI KapyopeKcHca U
NMKHO3a sifiep B HeOosibIIoM KosmuecTBe. EcTb eiMHKMUHBIE [T0MXpOMaTodu/IbHbIe MeranobnacTsl. DpUTPOUAHbIE MUTO3bI —
4:500. Jlumdo- u MoHONo33 — 6e3 ocobeHHocTell. KonnuecTBO mMja3MaTHUeCKUX KI/ETOK He3HAUUTEbHO YBETUUeHO,
Mopdonorus X He M3MeHeHa (T/Ia3MOK/IeTOUYHasi peakuysi). MerakapyoLWTel B Ma3Kax MpucyTcTByioT (16 Ha 250 1/3p.),
CTeTleHb OTIIHYPOBKM TPOMOOLIMTOB HM3Kas. IIpu MofcueTe MUeNOrpaMMbl U 0030DHOM IIPOCMOTPE Ma3KOB aTHITHYHBIE
KJIeTKH He 00Hapy>KeHbl.

Ha konTpomnbHOM pentreHorpamme OI'K mosiBunack WHGUABTpAnysl B MPaBOM CpeJHEM JIErOUHOM TIofe. YBeJMumsiach
WHTEHCUBHOCTh W 00BbeM HWH(QWIbTPALMM B JIEBOM JIETOUHOM [I0jle, YCH/IM/IACh BO BCeX JIETOYHBIX II0JISIX CIIpaBa.
CybcerMeHTapHbIi aTesieKTas B Cpe/jHEM JIETOUHOM I1071e CIIpaBa. YCUIWIACh BbIPaKEHHOCTh JIEBOCTOPOHHETO I'ZIPOTOPAaKCa.
IIpoBesieHa rieBpasbHas MyHKLMS, 3BaKyupoBaHo 1350 M1 MyTHOM CepO3HOii )KUIKOCTH.

CocrosiHie TaieHTa U jlabopaTopHbIe I10Ka3aread, HeCMOTPSl Ha MPOBOAMMYI0 MHTEHCHMBHYIO Teparvio I1POZOJDKaIH
YXYALIAThCS: CHIDKeHWe oOiiero Gesmka g0 30 r/n BC/eACTBHME CUHAPOMA rurepkatabosm3Ma-runepMerabosnuama Ha QoHe
HapacTawllell /IBYCTOPOHHeH IO/MCerMeHTapHOW TTHeBMOHMH U TICEBIOMeMOpaHO3HOTO KOJIUTa, TpombouuToreHus 32
10A9/n, Hapacraroriasi aHeMusi — remoriobud 83 r//1, MeTabonuueckoro anugo3a — Jakratr 3,17 MMonb/i, Ha 51-e CyTKu
60/1e3HU HACTYTU/IA CMEPTb.

ITocMepTHO ObLT TIOSyYeH pe3y/bTaT TPEernaHOOWOTICHMM KOCTHOTO Mo3ra: Tpabekysbl HepaBHOMEDHOW TOJILMHLI, 6e3
TaTOJIOTUUECKUX HM3MeHeHUH, 0e3 NPU3HAKOB MeXaHMUYeCKOi TpaBMbl. KOCTHBIM MO3r runepkiaeTouyHbli. MuenoyHas TKaHb
cybTOTanbHO 3aMelljeHa IUIa3MaTHUeCKUMH KJIeTKaMH MajblXx M CpeJHuX pasMmepoB (o 90% momasu MeXxk0anouHbIX
MIPOCTPAHCTB), (POPMUPYIOLMMHU OuaroBble CKOIJIeHWs. YacTh JlakyH TOTa/lbHO 3aMellleHbl I171a3MaTHUeCKUMH K/IeTKaMH.
[TnasmMolMThl 3pefble, 63 MPU3HAKOB AUCIIA3UU. [IBysi/iepHble, «TJIaMEeHEIOIHUe» KIeTKU He OTMpeZessitoTCs. DPUTPOU/IHBIN
DOCTOK pe3KO CyKeH, OSpHUTPOOJaCcTHUeCKHe OCTPOBKM eJAWHWYHBblE. OpHUTPOWAHBIE MWUTO3Bl He OOHapy)KeHBL
I'pa"ynonuTapHBIi POCTOK Pe3KO Cy’KeH, IpeZCTaB/ieH B 0CHOBHOM ITPOME>KYTOUHBIMH U 3pesibiMU (hopmMamMu. MerakapuoLTe
KpYITHble, HEKOTOpbIe C MpU3HaKaMU AWCIUIa3Uyd — paclielyieHHble, TICeB/0MNe/IbrepoyiHble siipa, CUTOBUAHBIA XpOMAarTuH,
LUTOM/Ia3MaTHYeCKHe MOCTHKH. BbIpakeHHbIH (uOpo3 cTpombl. 3akmtoueHrHe KOCTHBIA MO3T TMOAB3AOIIHON KOCTH C
cybTOTaNbHOM I171a3MOK/IeTOYHON HH(UIBTparel, yMepeHHbIM 1 HepaBHOMEePHbIM (r6pP030M CTPOMBIL.

ITpu rucTo/0rMuecKoM MCCIe[0BaHUU ayTONICUMMHOIO MaTepuasa (B TOM YHC/le MUMMYHOTMCTOXMMHUYECKOM) YCTaHOB/IEHO:
(U3 KJIMHUKO-T1aTO/IOr0aHATOMUUECKOT0 SITUKPU3a)

«Y mydHcuuHbl 47 nem HA 8CKpbIMUU U Npu nociedyloujem 2UCmono2udeckom U UMMYHOLUCMOXUMUHYECKOM UCCAe008aHUSIX
6b11 noOmaeepcoeH OUA2HO3 MHOMCeCMBEHHOU MUeaOMbl C CUCMEMHbIM aMUIOUO030M C NOpadceHueM MOHKOU u moacmotl
KUWwKu, 6pbiceliku, cene3eHku u cepoyd. Tsdxcenoe meueHue OCHOBHO20 3a60/7e6aHUs UMeAO HeMUNUYHble NpPOsGIeHUst C
omcymcmeuem SI8HbIX KAUHUYECKUX, /AdOOPAMOpPHbIX U DeHmMeeHON02UHeCKUX NPU3HAKO8 U OCAOMNCHUAOCH paseumuem
cybmomanbHoil nHeemMoHUU. TOHKO- U MOACMOKULIEYHAS! Henpoxooumocmb 6blia 00ycnoeneHa KaK amuaoudo3omM KuweuHotl
CMeHKU, Mak u aHmubUuomMuK-accoyuupoB8aHHbIM Nncee0omMemMObpaHo3HbiM koaumom. IlposieneHust ocHo8HO20 3abonesaHust, 8
moM uucne amuaoudo3 Muokapod, 8 COUemaHuu C UHQPEKYUOHHBIMU OCAONCHEHUSAMU, npueeau K CcepoeuHO-1e204HOl
HedocmamouHocmu, sisuslelics HenocpeOCMeeHHOU NPUULHOU cMepmu» .
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[anee rmpezacraBieHsl (parMeHTbl OMNMCaHUS TUCTOJIOTMYECKOW CepAilja, TOHKOM KHILIKM, WMMYHMCTOXMMHUYECKOro
WCC/IeZJOBaHMS KOCTHOTO MO3ra:

Ceppauie. DHIOKap/ He yTomiieH. B MUoKape ymepeHHasi rHnepTpodus KapAroMUOLUTOB. K/IeTKH B COCTOSTHUM OeTKOBOM
guctpodun. OnpefenstoTcss yyacTKu C (parMeHTanued W BOIHOOOpa3HOW [edopmarivi KapauomuoLurtoB. CTpoma C
BBID&KEHHBIM ~ OTEKOM, MHOTOOYaroBbIMU  «ILTAMIIOBAHHBIMW»  OT/IOXKEHUSIMA TOMOTEHHOTO BelLecTBa, WMeEIOIUM
CBETOONTHYECKHe M THHKTOpUa/lbHble CBOWMCTBA aMU/IOM[A, OINpPeZe/IstOTCs ouard paspacTaHus MOJIOJOW COeJMHUTeTbHOU
TKaHU, B CTPOMe OIpefie/IleTCsl HepaBHOMepHash MHOWIbTpaLUs eJUHWYHBIMU JUMQOLMTaMU U (OKYChbl IIOCMEPTHOIO
obcemeHeHus. CTeHKH COCyJOB He VTOJILEHbl, C HepaBHOMEPHbIM KpDOBEHAIIOJHEHHEM, OIPeAeNsoTCs  YUaCTKU
TepUBaCKY/ISIPHOTO JIMIIOMaro3a. DIMKap/, UMeeT HOpMa/lbHOe CTPOeHHe.

CTeHKM TOHKOW KHWIIIKA C ayTO/M30M C/IHM3UCTON OOOJIOUKH, THIepIuia3uell eIUHUYHBIX JIUM(OUIHBIX (OJUIUKY/IOB,
HepaBHOMEPHBIM KPOBEHAIOTHEHHeM COCYAOB, YMEDPEHHBIMH TMpPU3HAKaMHU XPOHHUECKOTO BOCIAaJeHHss BHe 0OOCTpPeHHs; B
cyOCepo3HOI OCHOBe OTpeessiioTCA YYacTKU C MposrdepUpPOBAaHHBIMU KalWUIpaMy C YTOJILEHHBIMH CTEHKaMH 3a CUeT
OT/I0’KEHUI TOMOTeHHOTI'0 BelljeCTBa, MMEOLUM CBeTOONTHYeCKUe Y TUHKTOpHA/IbHbIe CBOKCTBA aMuIona. Takke OT/IOKeHUs
TOMOTeHHOT'0 BellleCTBa OMpe/iessitoTCs [IepUHeBpaIbHO.

KocTHbI MO3r HOPMO-YMepeHHO THIIOK/JIeTOUHbII C HEMHOTOUMC/IeHHbIMM TMIIepK/IeTOYHbIMU JIaKyHaMH, C
MOpGOOrMUeCKUMHM  TIPU3HAKaMU  TOPa)KeHUWs T1/Ia3MOKJ/IETOUHOW  OIMyXOJIbI0 U3  3pefiblX  KIeToK, € Auddy3HbIM,
VWHTEPCTULIMA/IBHBIM U OuUaroBbiM THUIOM pocTa. O0beM mnopaxkeHus: coctasiseT Gonmee 50% ot Bcex ACK. Pemykius
3pHUTpOIO33a. Pe3Koe orpaHnueHre IPaHy/IOLMTAPHOIO POCTKA. PeTWKymuHOBBIA Gubpo3 crpomel MF-1 ¢ dokycamu MF-2.
Coll-0; Os-0. TIpu3Haku AuCIIa3vy B HEKOTOPBIX Merakapuorurax (<10%). THHKTOpHUAnbHBIX W ONTHUYECKUX TPU3HAKOB
amMuIonzio3a B 06beMe TIpeiCTaB/IEHHOTO MaTepHrasa He 0OHapykeHo. [IpU IMMYHOTHMCTOXUMHYECKOM WCCIeI0BAHUH: 3peJible
nasmouuthl (CD138+/1gG4-/CD20-) B KonuuecTtBe ~55—60% ot Bcex ACK, ¢ MOHOTUIIMYECKOW 3KCIIpeccueid Jierkou Lenu Ig
Karma (kamma:assm6aa - >>100:1). Cpeau 3penibix Manbix auMdorutoB ~10% ot Bcex SICK, He o0pa3yrolux CKOIJIEHUH,
npeobnagatot T-knetku (CD3+). B-mumdormtel HeMHorouncieHHb (CD20+).

Takum 06pa3oM, OKOHUaTe IbHBIN AWarHo3 BHIVISAUT C/IeAYIOLM 06pa3om:

MHo)ecTBeHHasi MyesioMa. [1epBUUHBIN CUCTEMHBIM aMWIOW/I03 TOHKOW U TOJICTON KWILIKH, OPbDKEHKH, Cele3eHKH U
cepzua. BHyTpubonbHMYHas JBYCTOPOHHssl CyOTOTasbHasi MHeBMOHHs. PUOPUHO3HO-THOWHBINA JIEBOCTOPOHHHH TIJIEBDHT.
[JuHaMuueckasi TOHKO- U TOJICTOKHIIEUHAs HEMpOXOAUMOCTb. IIceBIoMeMOpaHO3HBIN KOMUT. AHEMHs: TeMOroOuH-63 T//1.
Bbakrepuemust (6ak. ucciemoranre Kpoeu — Klebsiella pneumoniae). CuHAPOM CHCTEMHOH BoOCManuTeabHOU peakiuu (C-
peakTUBHbIA 6enok — 114,58mr/n, nedikouutel — 15,05x10%71, mpokaasuuroHuH — 1,72ur/mi). [lapeHxumarosHas
IMCTpoduss BHYTPEHHMX OpraHoB. 'uronporerHemus (o6uwmii 6enok —30,9r/1). Tpombouuronenus (33x10°%m). Tpom6o3
r1ybOOKUX BeH JKMPOBOW K/I€TYaTKW Masnoro tasa. Tpom003M00/Hst J07EeBbIX U CETMEHTapHBIX BeTBel JIeroyHoll apTepHu.
HrixarenbHass HepocTaroyHOoCTh (pO2-58,4 wmm.pT.cT.,, pCO2-23,5MM.pT.cT.). OcCTpasi cepjeuHasi HeJOCTaTOYHOCTh:
Kap/IMOTeHHbII OTeK JIeTKHX, OCTpPOe pPaBHOMepPHOe BeHO3HOe I10JHOKPOBHE BHYTPEHHMX OPraHOB, OTeK IOJIOBHOIO MO3ra.
OcTphie 3p03uM CJIM3UCTON 000IOYKH >KemyaKa.

B nmureparype omnvcaHbl CXOXKHe C1ydau 3aTpy/HEHHU! B ITOCTAHOBKe JUarHO3a MHOXKeCTBEHHOM MMe/IoMbl. Tak Harpumep,
no gaHHeiM HoewkoBodi WML.A. M coaBTOpoB [7], CIOXKHOCTH [UAarHOCTUKW Oblla BbI3BaHA OTCYTCTBHUEM KaKUX-TH00
XapaKTepHbBIX J1a00paTOPHBIX WM3MEHEHUH. ATHUIMUYHYIO JIOKA/TU3ALMI0 T/1a3MOK/IETOUHOH WHOUIBTPALMKM — TIOPAKEHHEe
KpbLI0-HeOHOH SIMKHU TIPY MHOXXeCTBEHHOH MHejioMe onuchiBaioT Bensier B.FO. u coaBTops! (2015). Hanbosiee HHTEPECHBIM, C
TOUKA 3peHUs] aBTOpOB, SBJseTCs Caydail MaHWdecTalud MHOXeCTBEHHOM MMHeNIOMbl C pasBUTHSL peBMaTHueCKOU
TOJIMMUAJITHH, OTMcaHHbIi VcpasnsHom 3.P. u coaBropamu [8]. CiiyuaeB, CXOAHBIX C TIpe[CTaB/IeHHBIM B HACTOsIIel cTaTbe,
aBTODBI B IOCTYIIHOM JIUTEpaType He BCTPETH/IM, UTO ellle pa3 MoAYepKUBaeT MHOTOTPaHHOCTh 3ab0/1eBaHus U HeOOX0AUMOCTh
pa3HOHArpaB/IeHHbIX TI0XO0ZI0B B IMarHOCTHKe.

3ak/nroueHue

[aHHoe K/IWHWYECKOe Hab/ofeHre WUTIOCTPUPYeT TO, UYTO JaXe B C/ydyae CBOEBPEMEHHOrO [003PEeHHUs] Ha
MHOXECTBEHHYIO MHE/TIOMYy U Cl'IeLII/ICl)I/ILIECKOFO O6C]Ieﬂ0BaHI/IH (BLIHOHHEHI/IE PEHTTeHO/I0OTNYeCKHUX I/ICCJ'Ie,Z[OBaHI/II\/II,
CrielMaabHbIX J1TaO0paTOPHBIX HMCCAEOBAHHUN W T.JI.) AUarHo3 MHOXKECTBEHHOH MHE/IOMbI MOXKET He TIOATBEPKAAThCSI.
ATunuYHbBIe OpraHHbIE TPOSIBJIEHUs] MOTYT BBICTYIaTh CBOe0Opa3HOW «MAacKoW» s MHeIOMHOW 00sie3HU, 3HAUUTEIbHO
3aTpygHsis AuarHocTvKy. CoueTaHue (DakKTOPOB M CTeueHHe OOCTOSTeNbCTB, MPUBEALIMX K HeOIarompUsSTHOMY WCXOLY Y
MaryieHTa, a Takke AMarHOCTUUECKUN «MapIIpyT», OMNHWCAaHHBIA B [JAaHHOW CTaThe, MOXKET IIOMOYb CTeLaauCTam
TeparieBTUYeCKOr0, XUPYpPruueckoro mnpodus, a TakkKe CHelyUajucTaM reMarojoram usbexkarth OIIMOOK U TIPUHATh
l'[pElBI/IJ'H:HOQ TaKTHUUeCKoe pEH.IEHI/IE.
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