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AHHOTanMs

B crarhe mpejCTaBleHO ONMUCAHWE KIMHUYECKOTO CJIyYas: aTUMMYHOTO TEUeHUS MHOXXeCTBEeHHOW MuesoMbl. OcoOblii
VHTEpeC BbI3bIBaeT TeueHWe 3aboneBaHusi 0e3 TUMUUHBIX MPOSIBIEHUN W IUArHOCTUYECKUX HAXOJOK, MPOTEKAaBIIUU MOf
Mackoid JApyrodi opraHHOW mnatosjoruu. OmucaHo TeueHWe OO/€3HU Yy MYXUuMHbl 47 JieT, paHee He HaOJOIABLIEroCs Y
remMarojiora, ero OCHOBHbIE >Kajiobbl, aHamMHe3 3a00J/ieBaHuUs, KIUHUUECKUe TPOsiB/ieHus. [1pe/icTaB/ieHbl OCHOBHbBIE 3Tarlbl
o0csie/joBaHKsA W JIeUEHUs] MAlMeHTa B Pa3HbIX MEAUIUHCKUX YUpEeXAeHHsX. V3/710)KeHbl [AUAarHOCTUYECKUE THUIIOTe3bl,
MIpUBEJIeHbl  pe3y/bTaThl J/1abOpPaTOPHBIX, WHCTPYMEHTA/bHBIX W JPYyrUX HUCCAefoBaHui. IIpeicTaB/ieHbl pe3yJIbTaThl
TIPWKU3HEHHBIX W TIOCMEPTHBIX T'MCTOJOTMUECKUX uccienoBanui. CdopMymMpoBaH OKOHUYATeNbHBIA [UArHO3 —
MHOYXeCTBEHHAst MUe/ioMa. [1epBUYHBINA CUCTEMHBIN aMUIOM/I03 TOHKOM U TOJICTOM KUIINIKH, OPbDKEMKH, Ce/Ie3eHKH U CepZlia.
YieneHo BHMMaHWE [UATHOCTUYECKOMY «MaplLIpyTy» — TIOPSKY BBITIONHEHUS] TeX WM WHBIX JIabOpaTOpHBIX U
WHCTPYMEHTA/IbHBIX 00C/Ie/I0BaHMM, a TAaK)Ke OTepaTUBHBIX BMeIlaTe/bCTB. [l0Ka3aHa 3TalHOCTh Pa3BUTHsS Y TAl[MeHTa TeX
WM UHBIX OCJIO)KHEHHH 3a00/1eBaHusI.

Takum o6pa3oMm, myOIUKALKsS JAHHOTO KJIMHUUECKOTo Hab/IHo[ieHHsT MOXKeT TOMOYb BpauaM TepareBTHUeCKOro Mpohuis,
XUPYPruueckoro npodusis, Bpauam oOIiedl MpaKTUKKW U Crel[HaJMCTaM [eMaroioraM B [JIMarHOCTHKE MHOXKEeCTBEHHOU
MHE/IOMBbI C HETUIMUYHBIMU SKCTpaMey/UIIPHBIMK TPOSIB/IEHUSIMA U 130eXKaTh OMIMOOK, TIpOMe/yieHUi U Heb/aronpHUsiTHbIX
WCXO/IOB JIeUeHHs.

KiroueBbie c/10Ba: MHOYKeCTBeHHasi MUe/IOMa, aMU/ION/103, OHKOTeMaTOJIOTHsl.
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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.
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BBeaenmue

MHOXeCTBeHHasi Mue/ioMa — 3/I0KauecTBeHHoe B-kieTouHoe sumMbonponudepatuBHoe 3aboreBaHHe C KJIOHAIbHOH
nposmdepariell aTUNMYHBIX I1a3MaTHUeCKUX K/IeTOK B KOCTHOM MO3Te WM 3SKCTpaMefy/IspHbIX ouarax. CpemHui
rokasaresb 3abosieBaemoctH cocrasnsieT 3,0-4,0 ciyuas Ha 100 000 uenoBek Hacenenus [1], [5]. 3a 2024 rog B HUU ckopoit
noMoiu uM. ML.U. [IxaHenyz3se [uarHo3 MHOXKeCTBEHHOM MUe/IoMbl ycTaHOB/eH B 10 ciydasix, B 2025 (Ha MOMEeHT HarnuicaHUst
cTatbi) — y 8 marpenToB [2]. KimuHUUecKH NMpUHATO pa3fenarth (cormacHo International Myeloma Working Group, [3], [4],
[6]): MOHOK/IOHANBHYIO raMManaruio HesicHoro 3HaueHust (MGUS), conurapHy!o I/1a3MOLUTOMY, COJTMTapHYO [171a3MOLIUTOMY
C MUHUMAaJbHbIM BOBJ/IEUEHHWEM KOCTHOIO MO3ra, TIEHKLYH MHeI0MY, aKTMBHYH) MHOXeCTBeHHyXo Muenomy, POEMS-
cuHzpoM, cucteMHbid AL-amunongo3. KiaccnyeckuM CHMIITOMOKOMILIEKCOM MHOKeCTBeHHOW MuesioMbl curtaercs CRAB-
cuHzpoM (o mepebiM OykBam Calcium, Ren, Anemia, Bones). CiefyeT Takke OTMETHTb, UYTO 3TOMY OOBIUHO TpeJILecTBYeT
JJIATeNTbHOEe OeCCUMITTOMHOe TeueHWe 3aboseBaHusl. TakTHKa BeJeHUs! MAllMeHTOB OTpeJeNseTcsl CTajgueil 3abosieBaHus,
Ha/JW4YleM WU OTCYTCTBHEM OCJ/IOKHEHHUH U COIMYTCTBYIOLIeN [1aTO/IOTHH, a TaKKe TeM, SIB/SeTCs /M NalyeHT KaH4uaToM Ha
BBICOKOZIO3HYI0 XMMHOTEpanui M ayTOJIOTMYHYO TPaHCIUIAHTALMI0 TeMOIO3TUYeCKUX CTBOJIOBBIX KJIETOK. ATHUIIMYHBIE
TIPOSIB/IEHUs] MHO)KeCTBEHHON MMe/IOMbl [JOCTaTOYHO pelKU W TpeJCTaB/sOT 3HAauUTesbHbI MHTEepec A/ reMaTo/IoroB U
Bpaueil IPYrUx ClieLuanbHOCTel.

OnucaHye KJIMHUYECKOro cIyvast

[TarueHT — My>kurHa 47 JieT, paHee B I10J1e 3peHus reMarosiora He nomnazasn. Vi3 aHaMHe3a U3BeCTHO: B KOHLIe UtoHs 2025
rofia malyeHTa crana GecrioKOUTh TOJI0BHas 00b, TOIOBOKPYKeHHE, OCUIUIOCTh rosioca. [IpUHMMal Mo Ha3HayeHWIo Bpaya
MOMKIMHUKA AMOKcHK/IaB 1000 Mr/cyT (Kak COOOIIMI TI03Ke — C UCTEeKIIMM CPOKOM TOJHOCTH) B TeueHHe 4X nHeH, Ge3
3HauMMoro 3¢dekra. [anee K CUMINTOMaM MPUCOEIWHU/ICS Kalllesb C TEHUCTOH MOKDOTOM >KeITO-3e/IeHOro IiBeTa, obiast
cnabocts mporpeccupoBaa, ¢ 5 mo 10 geHb 6ose3HW Oblla MHOTOKpAaTHas eXXeJHEBHasl PBOTa. AOJOMUHa/IBHBIA 60JeBoi
CUHJPOM He OMNKChIBaJ, OTMeuasl B3/lyTHe )KUBOTa.

B cBf3M C BbILIENU3I0KEHHBIM TMAaljeHT 00paTW/ics 3a MeJULMHCKOW Momolgbio. IIpu o6ciefoBaHWM B YCIOBUSIX
MHOTOIIPO(UILHOIO CTalliOHapa BbIsSIB/IeHbl TIPU3HAKK OCTPOM IOYeYHOW HeZ0CTaTOYHOCTU B BHJe BBICOKOM a30TeMUd —
KpeatuHuH 496 MKMOJIB/1, ModeBrHa 14 mMMosie/n. [Ipu noctymiennu no ganHeiM KT opraHoB rpyaHoit kietku (OT'K) —
TNIPM3HAaKW MH(UIBTPAaTUBHBIX M3MEHEeHUH JIeBOT0 JIeTKoro ¢ opMHUpPOBaHWEM 30HbI KOHCOMUAALIMU CleBa. 30Ha KOHCOMUALIUM
TIPaBOro JErkoro. JIeBOCTOPOHHUI MaJiblii THAPOTOPAKC.

Ha xontponsHoilt KT OI'K kapTMHa TMIMMYHOM BUPYCHOM [IByCTOPOHHEN IOIMCerMeHTapHOW NMTHEBMOHHU. ATepOoCK/Iepo3
aopThl U KOPOHApHBIX apTepuil. BTopuuHble M3MeHeHMs (MeTacTaTWyeckoe IMOpaxeHWe?) IPyAHOro OT/esa M03BOHOUHMKA.
[JerenepatuBHO-ArcTpodrUeckoe 3abojeBaHue MO3BOHOUHKKA. OCTEOXOHZPO3 TPYAHOIO OTZeja M03BOHOUHMKA 2 CT. Ilpu
1oceBe MOKPOTbI — POCTa MHUKPOOPraHHW3MOB HeT. C yu4eToM COXpaHsBILENHCs] pBOTHI Oe3 UeTKOH CBS3W C IPUEMOM IHIIU
BoinosHeHa @IJIC — yMepeHHO BbIPDa)KEHHBIM TMOBEPXHOCTHBIA racTpuT. B ikenmynke 6o/blIoe KOTMYECTBO 3aCTOWHOTO
COZIep>KUMOT0, TIPUHSTO pellieHre 110 YCTaHOBKe Ha30racTpajbHoro 30H7a. ITo aHHbIM koHTposibHOW KT GprOMIHOM 1M010CTH 1
MaJIoro Tasa — IPU3HAKU KHUILIEYHOM HerpoxoAuMocTd. V3meHeHuss B L1 moO3BOHKe W JIeBOM IIOZB3JOIIHONW KOCTH,
TIPEe/INIOIOKUTEIbHO — MUEeIOMHbIe ouard. 110 fiaHHbIM MTpoTeMHorpaMmmbl — O6uuii 6e1ok 73,8, Anbbymun 46,2%, Anbda-
1-rnobynun 4,52%, Anbda-2-r1o6ynud 14,64%, Bera-rnobymun 12,07%, Tamma-rinobymux 22,65%.

YuuthiBasg [JaHHble 00cCjefoBaHMs, ObLIO TIPUHATO peLIeHWe O TPOBEAEHWH [AUArHOCTUUECKOH JlarapOTOMUY,
VHTpAaoIlepaljioHHO NPY PeBU3UU TOHKas KUILIKa OT CBSI3KU Tpelilja 10 WieolleKa/bHOIO yIvia apeTU4Ha, paclliupeHa Jjo 4-5
CM, CTeHKa TurepTpo¢dHpoBaHa, cepo3a OsefjHasi, TOKpPbITa MHOXKECTBEHHBIMH MeJIKUMU IIPOCOBUHBIMMY IpaHy/ieMamy, 6e3
nepdoparyu, MeprucTaabTUPYeT, )Xu3HecrocobHa. B Gpbpkelike TOHKOM KHUIIIKYA MHOXKeCTBeHHbIe oTeuHble 1/y 10 0,8 cm. B3sita
OuomCcHs yuacTKa Cepo3HOM OOOJIOUKH KHIIKM Ha, MasKM Ha CTeKna C OproumHbl. [Io pesynbTaTraM THCTO/IOrAYeCcKOro
WCCIe/[OBaHUs OMOTITaTa TOHKOM KUILKK: B TIperapare KpaiiHe MeKUi (parMeHT CIM3MCTON TOHKOTO KHIIeUHHKA C JKeJle3aMH,
BBICTJIAHHBIMM TIPU3MaTHUeCKUM STIMTE/HeM, TIOBEPXHOCTHOM 3po3ued u Auddy3HON muMGOLMTapHON WHOHUIBTPaLHeH,
BbIpaKeHHBIM  ¢ubpo3oM u gedopmarpeli Bcex Tpuiexalyx cyioeB. [laHHas THCTONOTMUYECKass KapTHHA MOXKeT
COOTBETCTBOBATh CTPUKTYpUpYIOLeli hopme Hose3nn KpoHa TOHKOro KuiieuHuka. beina Hauata Tepanus CynbdacanazuHoM
no cxeme: Ha 1-e cytku 500 mr x 4 p/cyTku, Ha 2-e 1o 1 r x 4 p/cyTku, fanee: o 1,5-2 r x 4 p/cytku. [Ipy noBTopHOM TOCeBe
MOKpOTHI ToyueH pocT Klebsiella pneumoniae 1x10° (uyBcTBuTensHa K Mepornenemy), Candida albicans 1x10°. Yuutbias
Hajuyue MY/IbTHOPraHHOIO TIOpa)keHHsl (/ierkue, TI03BOHKHM, TOHKas KMWIIKAa), [JI1 MCK/IIOYeHUs] CHUCTEMHOCTH TeueHUs
3abosieBaHuUs ObLT BBIMOIHEH KOHTPOJIb UMMYHOI00ynHOB: IgM — 0,09 r/n, IgA —0,37 r/n, IgG — 3,91 r/n. AH®, AHIIA,
antuTena K gapycrmpaneHoit [JHK — orpunaresnsuel. Ha ¢oHe mnpoBopyMoli Tepanmuy ToueyHasi HeZOCTaTOUHOCTb
paspermiIack, 0CTpoda3oBbie MapKePhl CO 3HAUMMOM MOJIOKUTETEHOU AUHAMUKOM.

Ha xontposbHoit KT OI'K — KapTHHa yyacTKOB KOHCOJIM/ALIMK B JOPCA/bHBIX OTAenax 000uX jerkux. [IByCTOPOHHHI
Manblii THAPOTOpakC. MHOXeCTBeHHble OCTeOUTHYeCKHe Ovaru B Telax [PYAHBIX IO3BOHKOB. Ilo pe3ysnbTaraM aHamusa
MOKPOTBI ObI/1 00Hapy KeHbI KMC/I0TOYCTOMUMBbIE MUKPOOPTaHU3MbL. B CBSI3U C Ha/jMuKeM y IalyeHTa J1er0YHOro, KOCTHOTO
Y KUIIIEYHOTO [OPaKEHHs, a TaKKe JaHHBIX aHaMHe3a (KOHTAKT C IaljueHTOM, OONbHBIM TOATBEP)KAEHHBIM TyOepKy/ie30M B
2018 r.), mpeznosaraeMblii JUarHo3: reHepalM30BaHHbINA TyOepKy/e3 ¢ MopakeHHeM TOHKOHW KHILKH, JIEFKUX, TI03BOHOYHHKA.
3aouHo mipoBefieHa KoHcynbTanust ¢ HUM ®tusuonynsmoHonoruu (CaHkT-ITeTepOypr), BBIMONIHEH JUAKCUH-TECT, Pe3y/IbTar
— orpunarenbHo. [TosyueHo 3akmoueHust GTH3MaTpa 00 OTCYTCTBUH Yy TaLjieHTa TyOepKyJie3a.

Mauuent nepesesed B HUW CMIT um. N.W. Txanenuzse. [JuarHo3 nepeBoHOTO SMUKPH3a 3Byuasl CJIeJyIommuM 06pa3om:

OcHoBHOe 3abosieBaHKe: HEYTOUHEHHBIA TacTPOSHTEPUT C PA3BUTHEM KIWHWKMA JWHAMUYECKOH KHIIEUHOM
HEeTPOXOJUMOCTH.

Konkypupyromuii: BHeO0IbHIYHAS By CTOPOHHSIS [I0IMCerMeHTapHas THEBMOHUS


https://creativecommons.org/licenses/by/4.0/deed.en

Cifra. Knunuueckas meouyuHa = Ne 2 (8) = Anpenn © Asrops! ctateH / Authors of the article

Oc/IoKHEHHs] OCHOBHOTO 3a0osieBaHUsI: BBICOKAasi [JUHAMHUeCKas KuilleyHasi Herpoxopumoctb. OIII HeusBecTHOM
[JaBHOCTH, paspeleHue. JIeBOCTOPOHHMM Masblid TMAPOTOpAaKC. BTopuuHble M3MeHeHWs! TPYSHOTO OTZesia NMO3BOHOYHHKA.
BenkoBo-3HepreTrueckasi HeIoOCTaTOUHOCThb. DKCUKO3. AHEMUsI JIETKOW CTelNeHU TSDKeCTHU.

ComnyTcTByrouiye 3aboneBaHus: TuiepTonnueckas 6omesns II ct., AT KoHTponupyeMast, Puck CCO 3.

ITpu 06c/ie0BaHMH B OTAENEHUN XUPYprudeckor peanuManu HMU ckopoit momoru:

I'emorpamma: I'emorno6un 84 r/n, Sputpouutsl 2,64 x 10'%/1, Temarokpur 24,3%, TpomGoumtsr 123 x 10%1. Bruoxumus
ceiBopoTku: Kpearnnus 41 Mkmosb/n, O6umii 6enok 42 r/n/. PenrreHorpadus OT'K: yyacTku HeoAHOPOAHON UHOWIBTPALUM
B HIKHUX U CpefHMX oTAenax ¢ 2-x crtopoH Y3WU. OBIl: cBoboaHas >KUAKOCTh B OprOIIHON mosoctH. JKUAKOCTh B
TIeBpasbHBIX CUHYyCax € AByX cTOpoH. ['enmaromeranus. Juddy3Hble u3sMeHeHus reyeHu.

ITo pmanHeiM CKT rpyZHOH K/IETKW: THWIIOJEHCHbIe pa3HOKaiiOepHble BK/IIOUEHHS B TelaX BUJUMBIX OT/E/IOB
TO3BOHOUHMKA, HeJlb3s WCK/IIOUMTH TIaTOJIOTHUecKUi repesioM Tena L1 ¢ yMepeHHOW BeHTpasbHOW KIMHOBUZHOCTBIO Oe3
CYy’KeHUsI TI03BOHOUYHOTO KaHasa. CKOpPeKTMpOBaHa aHTHOakTepuanbHas Tepanus: Pudammuuma 300 mr 1 p/cyt B/B +
Bankomuryiz 1 1 2 p/cyT B/B + MeTponua3zon 250 mr 4 p/cyT sHTepanbHO. VIcXozst u3 JaHHbIX 00 aHEMHH, 0CTeO/e CTPYKIUH,
CHIDKEHMM K/IMpeHCa KpeaTVHWHA YCTaHOB/EH IIpeJjBapUTe/bHbIM [UarHo3: MHOXKecTBeHHass MmuesnoMa. C  Iiesbto
I depeHIMaNbHON [JUaTHOCTUKY MeXX/y FeHepali30BaHHBIM TyOepKy/e30M C IOpa’keHHeM KHWILEYHUKA, KOCTeH, JIeTKux,
BOCIa/IUTebHBIMU 3a00/1eBaHMSIMH KHIIIeUHHUKA, OHKOIIATO/I0THel, MHOXKeCTBEHHOM MHeIOMO#, KOHCHINYMOM ObIJIO TIPHHSITO
pellieHHe O TPOBe/leHWH UarHOCTHUeCKOH JIarapoCKONUK /IS B3ATHsI OHUOINCHMM C/IM3UCTOW TOHKOM KHILKH, TAM(OY3/I0B,
BbINOTa OprowtHoW momoctyl Ha TP mukobakTepun Ty6epkymne3a (MBT). Ha3nauensl noBropHble ®IIC, ®KC c B3sATHEM
6uoncun cusuctoit JKKT, a Takke mpombeiBHBIX Bog Ha TTLIP MBT. TakKe MMPUHSATO PelleHHe BLINOIHUTE Ouorcuro Tema L1
TI03BOHKA, TPeraHOoOHOIICHIO KOCTHOTO MO3ra.

[To pe3ynbraTaM JMarHOCTUYECKOM /1arlapoCKOMMK: B OPIOLIHOM MosiocTd 0Koso 30 M1 MYTHOBATOTO BBITIOTA (B3ST Ha
WCC/e/iOBaHUe), BBIPDOKEHHBIN CIlaeuHbld IIpoljecCc, Ha OCMOTPEHHOM yuacTKe OpIOIIHOM IIOJIOCTH TOHKas KHIKa He
pacuMpeHa, C yMepeHHbIM OTeKOM, pHIMJHA, €1abo IepucTansTupyeT, CyOCepO3HO OIpeJesisioTCs MHOXKEeCTBEHHbIE
MPOCOBU/HBIE 00pa3oBaHMs, Takue >ke 00pa3oBaHMs MO TMApUeTaJbHOW W BUCIEpPajbHOW OpromHe (B3dta OHOMCHS).
BpbDpKkeeuHble TMMQOY3/IBbI He yBeTUueHbl, MSTKHUe, TTO/BYDKHbIE (B3sTa Guorcus).

IMo AaHHBIM THUCTOJIOTMYECKOTO HCC/Ae[oBaHusl — JUMdaThueckuii y3en, (parMeHT cepo3HON OOO/IOUKU KHUILKUA U
(parMeHT OpBDKEHKH THIOBOIO THCTOJIOTUUECKOTO CTPOEHMS; JUM(paTHYeCKUd y3el C COXPAaHHOM T'MCTOApXUTEKTOHHKOM,
yMepeHHbIM oTekoM. ITpu okpaiuuBaHuu no metogy Luns-HunbceHa MukobakTepun He oOHapy»KeHbI. ViccienoBaHue BhINOTA
OpIOLIHOM MOIOCTH, TIeBPAbHOM >KUIKOCTH U Coiep>KUMoro 6ponxoB Ha MBT — oTtpurjaresizHoe.

ITo maHHBIM acnMpalMOHHOM Ouorcuu KocTHoro mosra: IlyHkTar GoraT KjeTOuHbIMU 371eMeHTaMu. KieTouHbli cocTaB
nosuMopdHbIi. Ty 9pUTpomno33a NpeuMyIeCTBEHHO HopMmobsacTudeckuil. MuenongHelii pocTok. VHpeKC co3peBaHHS
HEUTPO(UIOB CHIDKEH. YMepeHHO YBeIMueHO KOJIMUeCTBO HEeMTPO(UILHBIX MHEIOLIUTOB, CerMeHTOsiIepHbIX HeHTPOQUIIOB.
Mopdosnoruuecku: 6e3 ocoberHocTell. MopdonornyecKUx NMPU3HAKOB JUCTPAHY/IOLMTOII033a He 0OHapy»keHO. MueyiongHbIe
muto3sl — 1:500. DpurpoujHbii POCTOK. VHAEKC co3peBaHMsI 3PUTPOKAapHOLIMTOB B HopMe. Mopdosornuecku —
3PUTPOLIUTHI HOPMAJIbHBIX pa3MepOB, HEOObIION TTOMKUIOLMTO3 U aHW30XPOMHUs. [IPUCYTCTBYIOT SIBJIEHHsI KapHOPEKCHca U
MMKHO3a sifiep B HeOo/bIIOM KosnuecTBe. ECTh eIMHUYHBIE TOMXPOMATOQUIbHBIE MErano6i1acTbl. DPUTPOUAHBIE MUTO3bI —
4:500. JIumcdo- u MoHOmo33 — 6e3 ocobeHHocTell. KonmmuecTBO mya3mMaTHUeCcKHX K/ETOK He3HAUWTeTbHO YBeTHUueHO,
MopGho/IoTHsT UX He W3MeHeHa (T/Ia3MOKJ/IeTOUHAsT peakiysi). MerakapyuoluThl B Ma3KaxX MpUCyTCTByIOT (16 Ha 250 m/3p.),
CTelleHb OTILIHYPOBKM TPOMOOLIMTOB HM3Kas. IIpy mopcuere MuenorpaMmbl ¥ 0030DHOM IIPOCMOTPE MasKOB aTUITMUHBIE
KJIETKU He 0OHapY>KeHBbI.

Ha xonTtponbHO# peHtreHorpamMe OI'K mosiBuiack MHGUIBTPALUS B [PAaBOM CpeJHEM JIerOUHOM TIofe. YBeInuuiach
WHTEHCHBHOCTb W 00beM WH(QWIETPAlMd B JIeBOM JIETOYHOM TIOJie, YCW/IWNACh BO BCeX JIETOUHBIX IIOJISIX CIIpPaBa.
CyOcerMeHTapHBIH aTesieKTa3 B CpeJHEM JIETOUHOM TI0/ie CTpaBa. YCHUTH/IACh BBIPa)KEHHOCTh JIEBOCTOPOHHETO TMAPOTOPAKCa.
IIpoBesieHa n/eBpanbHas MyHKLUS, 3BaKyupoBaHo 1350 M1 MyTHOM CepO3HOM KUKOCTH.

CocTosiHMe TaLMeHTa U j1abopaTopHble TMOKa3aTend, HeCMOTPSl Ha TIPOBOJMMYI0 WHTEHCHBHYIO TeParvio TMpOJO/DKaIH
yXyZLIaThCs: CHIKeHWe obujero Genka go 30 I/n BC/eCcTBUe CHHAPOMA ruIepkaTabosm3Ma-runepMmerabosnnsMa Ha QoHe
HapacTawllell /BYCTOPOHHeH IO/MCerMeHTapHOW ITHEeBMOHMM U IICEBAOMeMOpaHO3HOTO KoyuTa, TpomboruroreHus 32
1079/n, Hapacraroiiasi aHeMusi — remoriobuH 83 /1, MeTabonnueckoro anugo3a — Jakrar 3,17 Mmonb/n, Ha 51-e cyTKu
60J1e3HM HACTYMNK/IA CMEPTh.

ITocmepTHO OBLT TIO/My4eH pe3yJbTaT TPeraHOOMOIICHM KOCTHOrO Mo3ra: TpabeKy/ibl HepaBHOMEPHOW TOMIWHBL, 6e3
TIaTOJIOTUYECKUX M3MeHeHWH, 6e3 MPU3HAKOB MeXaHWUUeCKOH TpaBMbl. KOCTHBIA MO3T THIEPKIeTOYHBIA. MuenougHasi TKaHb
cyOTOTaNbHO 3aMelljeHa TUIa3MaTHUeCKUMU KJIeTKAMH MajblIX W CpedHux pasmepoB (7o 90% rmuiomagu MeXO0anouHbIX
MPOCTPAHCTB), (JOPMUPYIOLUMIMU OuaroBble CKOTIeHHWs. YacTh JlaKyH TOTa/lbHO 3aMelleHbl I/1a3MaTHUeCKUMH K/IeTKaMH.
[Tna3moLMThl 3penble, 0e3 PU3HAKOB AUCIIa3UU. [IBysiiepHbIe, «TIaMeHeroIre» K/IeTKU He OTpeZessitoTCsl. DPUTPOUHBIN
DOCTOK pe3KO CyKeH, SpUTPOOacTHUecKHe OCTPOBKHM eAWHWYHble. OpUTPOWZHBIE MUTO3bI He OOHApY)KEHBL
I'panynonuTapHbIil POCTOK PE3KO Cy’KeH, IpeZicTaB/ieH B 0CHOBHOM ITPOME>KYTOUYHBIMU U 3pesibiMu (popMamMu. MerakapyoLuTel
KPYIHbIe, HEKOTOpble C IpHU3HaKaMH JUCIUIa3UM — paclliellyieHHble, TICeB/loNebreporiHble s/ipa, CUTOBH/HBIN XpOMaTHH,
LIUTOI/Ia3MaTHYeCKUe MOCTHKH. BblpakeHHbIH ¢#Opo3 cTpombl. 3akmoueHHe KOCTHBIA MO3T MOAB3ZOMIHON KOCTH C
cyOTOTaNBHOM TIJ1a3MOK/IETOYHON WH(UIBTpaLUel, yMepeHHbIM U HepaBHOMEPHBIM (rOPO30M CTPOMBIL.

IIpu rucTonoruyeckoM HUCCIef0BaHUM ayTONICMMHOIO Marepuyana (B TOM YKc/ie MMMYHOTHCTOXUMUUECKOM) YCTaHOB/IEHO:
(U3 KJIMHUKO-T1aTO/IOT0aHAaTOMUYeCKOT0 SIMKPU3a)

«Y MydHcuuHbl 47 n1em Ha 6CKpbIMuUU U npu nocaedyloujem 2ucmono2udeckom U UMMYHORLUCTOXUMUHYECKOM UCCAe008aHUSIX
ObL1 noOmeepicOeH OUAzHO3 MHOMCECMBEHHOLU MUeN0Mbl C CUCMEMHbIM aMUI0UO030M C NOpadCeHueM MoHKoU U moacmotl
KUuwKu, Opbiiceliku, ceneseHKU u cepoyd. Tsaowenoe meueHue OCHOBHO20 3a60/N€8AHUSI UMENO HemunuuHble NposieneHus C
omcymcmeueMm SI8HbIX KAUHUYECKUX, /1aOOpamopHbiXx U peHmMeeHO102UUeCcKUX NPU3SHAKO8 U OC/AOMCHUAOCH pasgumuem
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cybmomanbHol nHeeMoHuu. TOHKO- U MOACMOKUWEUHAs: Henpoxooumocnb ObLia 00yca061eHa KaK amuaoud030M KuuleyHou
CMeHKU, MaK U aHmubuomuK-accoyuupo8aHHbIM NcedooMeMOpaHo3HbIM Koaumom. IlposieneHuss ocHO8HO20 3abonegaHus, 8
moM uucae amuaoudo3 Muokapdd, 8 COUemAaHuu C UH(EeKYUOHHbIMU OC/AOMCHEeHUSIMU, npueeau K cepoeuHO-1e20UHOU
HedocmamouyHoOCMu, S8UBWELIC HenoCpeOCM8eHHOU NPUUUHOU cMepmu» .

[Hanee mpeacrapsieHbl (parMeHTbI OMMCAHUS TUCTOJIOTMYECKOW Cep/ilja, TOHKOM KHIIKH, WMMYHHMCTOXUMUYECKOTO
HCCIIe/IOBaHUsl KOCTHOTO MO3Ta:

Cepaue. DHIOKap/ He yTo/ieH. B Myuokap/e ymepeHHasi runeptpodus KapAuoMuonnuToB. KiieTku B cOCTOSHUY OeMKoBOM
muctpouu. OnpesieNiflOTCA y4yacTKU C (parMeHTanuell U BoiHOOOpa3Ho pedopmaiuu KapauomuornutoB. CTpoma c
BLID&XKEHHBIM ~OTEKOM, MHOTOOUAaroBLIMU  «IITAMIIOBAHHBIMK»  OT/IOKEHUSIMA TOMOTEHHOTO BeL[eCTBa, WMEIOIIM
CBETOOIITUUeCKWe Y THUHKTOPUA/bHbIe CBOMCTBA aMWU/IOWZA, OTIPEJeISIOTCS OYard pa3pacTaHus MOJIOJOUW COeJUHUTeTbHOU
TKaH{, B CTPOMe OIpe/ie/isieTCss HepaBHOMepHash WHOWIBTpaLys eJUHWYHBIMH JUMGOLUTaMu W (OKYChl TIOCMEpPTHOIO
obcemeHeHusi. CTeHKH COCYZ[0OB He VTO/IIEHb, C HepaBHOMEDPHBIM KpDOBEHAIlOJIHEHWEM, OIpeJessiioTCs  YYaCTKU
TIepUBACKY/ISIPHOTO JIMTIOMATo3a. DITMKap/|, IMeeT HOpMaJIbHOe CTPOeHHe.

CTeHKV TOHKOW KHWIIKA C ayTO/M30M CIHU3UCTOW OOOJIOUKH, THIepIulasuell eIUHUYHBIX JIMM(OUIHBIX (OIMKYJ/IOB,
HepaBHOMEPHBIM KPOBEHArIO/THEHHEeM COCY/IOB, YMEPEHHbIMM TIPU3HAKAMH XPOHUYECKOTO BOCIIajeHus BHe 00OCTpeHUs; B
CcyOCepo3HO OCHOBe OIpEENSAITCS YYacTKU C NPoaM(epUpOBaHHBIMU KalW/LIAPAMU C YTOJIIEHHBIMYA CTEHKAMH 3a CUeT
OT/IO’KEeHUI TOMOTeHHOTO Bell[eCTBa, MMEHLIHM CBeTOONTHYeCKe Y TUHKTOPHA/IbHbIe CBOVMCTBA aMUIon/ja. TakKe OT/IOKeHUs
TOMOTeHHOT'0 Bell|eCTBa OMNpe/iesisitoTCs [IepUHeBpaIbHO.

KocTHBII MO3r HOPMO-YMepeHHO THWIIOK/JIeTOUHBIH C HEMHOTOUHC/IeHHBIMHM THITePKJIeTOYHbIMH JIaKyHaMH, C
MOP(QOMOTMYeCKUMH TIPU3HAKaMM  TIOPa’KeHHS] ITUIa3MOK/IeTOUHOM OIMyXO/bl0 W3 3peNblX KIeToK, C Auddy3HbIM,
WHTePCTULMAJIBHBIM U OYaroBbIM THIIOM pocTa. O0beM mopakeHust cocTaBriseT Oosee 50% ot Bcex FCK. Pemyxnus
3PUTPOIO33a. Pe3koe orpaHUUeHre I'PaHY/IOLMTAPHOTO POCTKA. PeTHKYnMMHOBBIN ¢ubpo3 ctpomel MF-1 ¢ dokycamu MF-2.
Coll-0; Os-0. Ilpu3Haky AuCIIIa3Ud B HEKOTOpBIX MerakapuouuTax (<10%). TUHKTOpHa/JbHBIX U ONTUUECKHUX TPU3HAKOB
amMKI0K103a B 00beMe TIpe/ICTaB/IeHHOTO MaTtepuasa He oOHapy»xeHo. [Ipy IMMYHOTMCTOXMMHUYECKOM UCC/IeOBAaHUM: 3peJible
rna3morutel (CD138+/1gG4-/CD20-) B KonmuuectBe ~55—-60% oT Bcex ACK, ¢ MOHOTUTIMUECKOM 3KCIIpeccrelt jieTkoi e Ig
Karma (Karma:isimoaa - >>100:1). Cpezau 3penbix Masbix mumdouutoB ~10% ot Bcex SICK, He 06pa3syroLIvX CKOIUIEHHH,
npeobnazarot T-kinetku (CD3+). B-mumdormtel HemHorourcaeHHb (CD20+).

Takum 006pa30oM, OKOHUATe/TbHBIN AWarH03 BEIIAAUT C/IEAYIOLUM 06pa3oM:

MHo)XecTBeHHasi MyesioMa. [IepBUUHBIN CHCTeMHBIM aMWJIOW/I03 TOHKOW M TOJICTON KWILKH, OpbDKeHKH, Cene3eHKH U
cepaua. BHyTpubonbHUUHAs ABYCTODOHHsSl CyOTOTanbHasi MHeBMOHUs. PUOPUHO3HO-THOWHBIN JIEBOCTOPOHHUN TJIEBPUT.
[vHamMuyeckasi TOHKO- M TOJICTOKUILIEUHAsT HEelpOXOAUMOCTh. [lceBroMeMOpaHO3HbBIM KOMUT. AHEMUs: TeMOrIo0uH-63 T/
Bakrepuemust (6ak. ucciepoBanue kpoeu — Klebsiella pneumoniae). CunipoM crcTeMHOU BocranuTenbHOU peakiuu (C-
peakTHBHbIA Genok — 114,58mr/n, nefikouurel — 15,05x10%71, mpokambuuroHud — 1,72ur/mia). TlapeHxumaro3Has
IoucTpodust BHYTPEHHUX OpraHoB. [urorporenHemus (o0uwuii 6emok —30,9r/m). TpomGormtonenus (33x10°%m). Tpom6o3
rIy0OKMX BeH KMPOBOW K/I€TYAaTKW Majoro tasa. TpoM003MOO0/Hst J0JEeBBIX U CETMEHTApHBIX BeTBel JIErOUHOW apTepHu.
HpixatenbHasi HepocTaTouHocTh  (pO2-58,4 wmm.pt.cT., pCO2-23,5MM.pT.cT.). OcTpasi cepAeuHasi HeJOCTaTOUHOCTb:
KapAMOTeHHBIN OTeK JIeTKWX, OCTPOe PaBHOMepPHOe BEHO3HOe IOJHOKPOBHE BHYTPEHHMX OPraHOB, OTEK TOJIOBHOTO MO3ra.
OcTpble 3p03Uu CIIU3UCTON 000IOUKH XKemyaKa.

B nmuteparype omnucaHbl CX0XKHe Cydau 3aTpyJHEHU! B ITOCTaHOBKe jiarHO3a MHO)KeCTBEHHOM MueioMbl. Tak Harpumep,
no gaHHeiM HoBukoBodi M.A. W coaBTOpoB [7], C/IOKHOCTb [UAarHOCTUKW ObLla BbI3BaHA OTCYTCTBUEM KaKUX-HOO
XapaKTepHbIX J1a00PAaTOPHBIX W3MEHEHWH. ATUIUYHYIO JIOKAIU3aLUI0 TUIa3MOK/IETOUHOM WH(UIbTpALMU — TOpa’keHHe
KPbUI0-HeOHOM SIMKU TIPY MHOKeCTBeHHOW MuesioMe onuchiBatoT bemsiee B.FO. 1 coaBropsl (2015). Hanbosee uHTepecHsiM, ¢
TOUKA 3peHHWs] aBTOpOB, SBJSeTCS Caydall MaHW¢ecTald MHOXeCTBEHHOW MMHeNIOMBI C pa3BUTHSI peBMaTHueCKOM
TIOJIMMUA/THH, onvcanHbIi VcpasnsiHom 3.P. u coaBropamu [8]. CiiydaeB, cXo4HBIX C TIPe/CTaB/IeHHBIM B HACTOSILEH CTaThbe,
aBTODBI B IOCTYIHOM JIUTEpAType He BCTPETHU/IH, UTO €llle pa3 MoAYePKUBAET MHOTOTPaHHOCTh 3ab0/IeBaHUs U HEOOXOAUMOCTh
pa3HOHAIpaB/eHHbIX TIOAX0/I0B B IMarHOCTHKe.

3ak/iroueHue

[aHHoe K/IMHWYeCKoe HaO/ofileHre WUTIOCTPUPYeT TO, YTO [lake B CJydyae CBOEBPEMEHHOTO T[0J03DEeHUs] Ha
MHO)KECTBEHHYH) MMEJIOMy U Creluduueckoro o0cseoBaHusi (BBIMOJHEHWE DPEHTTeHOJOTMUeCKUX —UCC/Ie/[0OBaHUH,
CrelUabHbIX J1a00paTOPHBIX WCC/IEIO0BAHWM W T.J.) JUAarHO3 MHOXXECTBEHHOW MHEIOMbl MOXET He TIOJTBePXK/AAThCS.
ATunuuHble OpraHHbIe TMPOSBJIEHHS MOTYT BBICTYIAaTh CBOEOOPA3HOW «MacKOW» /i1 MHE/IOMHOM 00J/ie3HH, 3HAUMTEbHO
3aTpyaHsis AuarHocTvky. CoueTaHue (DaKTOPOB W CTeUeHHe O0OCTOSTe/NbCTB, MPHUBEAIINX K HeOJarorpUsSTHOMY WCXOAY Y
nalyeHTa, a Takke [JUarHOCTMYECKU «MaplipyT», OINWCAHHBIM B [JaHHOW CTaTbe, MOXeT TIOMOUb CreluaJrucTaM
TepaneBTUYECKOTO, XUPYPrUUeCKOro TpO(QW/IsS, a TakkKe CIEIMAJUCTaM TIeMarojioraM u30e)KaTh OIIMOOK U TIPUHATh
TIpaBUIbHOE TAKTUUECKOe pellleHue.
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