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AnHoTaums

MpeacTaBAeHO KAMHUUYeCKoe HabAloAeHMe, AoKasbiBatollee, Y4To AL-aMMAOMAO3 6e3 COMyTCTBYIOLE MHOXECTBEHHOM MUEAOMbI MOXET ObiTh
MPUYMHOM TSKEAOrO OCTEOAECTPYKTUBHOTO CMHAPOMA. B 2004 1.y 30-A€THEro My>KUmnHbI pa3BUACs Natoarornueckuit nepeaom VIl rpyaHoro
no3BOHKa. Ha KomnbloTepHO ToMOrpadmi BbiIsIBAEHbI MHOXECTBEHHbIE KDYTHbIE Ouari AeCTPYKLIMK BO BCEX KOCTAIX ckeaeTa. [Mpu nccaeaosaHmm
KOCTHOIO MO3ra W pe3eLIMpOBaHHOTO peBpa OMyXOAEBbIX KAETOK He 0OHapyXXeHO, AMarHO3 He yCTaHOBAEH. Hepes 15 AeT oT Havyana 3aboaeBaHMs!
pa3BMACS HeppoTUUECKMIA CUHAPOM. B GronTaTe NOUKM MOATBEPXKAEHO OTAOXKeHMe AL-amnAOMAd. AMUAOMA BbISIBAEH TaKKe B TOACTON KMLIKe
1 KOCTHOM Mo3re. Ha OCHOBaHMM KOCBEHHBIX NMPU3HAKOB (YTOALLIEHME MEXKEAYAOHKOBOW NEPEropoAKH A0 16 MM 1 MOBILIEHNS! PEACEPAHOTO
HaTpuitypetudeckoro nentuaa — NT-proBNP Ao 2200 nr/mA) AMarHoCTMpOBaHO BOBA€HYEHWE cepaua. B nyHKTaTe KOCTHOrO mo3ra
(M3 3 pasAMUHBIX AOKaAM3aLMi1) 0OHapyxkeHo 2,8-5,6% KAOHAAbHbIX MAA3MaTUHECKMUX KAETOK C uMmyHocbeHotunom CD138+, CD38dim,
CD19-, CD117+, CD81-, CD27-, CD56-. INpu uMTOreHeTn4eckom nccaeaoBaHmn metoarom FISH (dayopecuenTHas rubpuansaums in situ)
B 3% sIAep BbisiBAEHA MOAMCOMMS 5, 9, 15. B cbiBOpOTKe — NOBbIlEHMEe CBOOOAHBIX AerKMX Lieneit K-Tuna 575 mr/a (k/A 44,9). Ha nosutpoHHo-
9MMCCMOHHOM TOMOTpadnn, COBMEILIEHHOM C KOMMblOTEPHO# Tomorpacpueit (18F-chTopae3oKcHIAioko3a), BU3YaAU3MPOBaHbl MHOXKECTBEHHbIE
ouarm AeCTPyKLMIA C MOBbILEHHOM METabOAMYECKOH akTMBHOCTbIO (SUVMax 3,6). M3 2 ouaros ACTPYKLMI B KOCTSIX Ta3a C MOBbILIEHHbIM
HaKoMAeHWeM paarodapmrpenapaTa BbiMOAHeHa GUMOMCUS METOAOM OTKPLITOTO OMEepPaTUBHOMO BMellaTeAbCTBa. B 6uonTatax KOAMUECTBO
NAA3MaTUYECKMX KAETOK He MPeBbIlaro 2,5%, OTMEHaAOCh MAaCCMBHOE OTAOXKEHME aMMAOMAA. BbisiBAEHbI pEeHTreHOAOrMYecKue OTAMHMS
nopakeHust KOCTer Npu AL-aMMAOMAO3€ OT OCTEOAECTPYKLIMIA MPU MHOXECTBEHHOM M1erome. Y naumeHTa B GOAbLIMHCTBE O4aroB ACCTPYKLIMA
BU3YaAM3MPOBAAUCH KOCTHbIE (hparMeHThl TOYEUHOTO U AMHelHoro Braa (button sequestration), coaep>kuMoe o4Haros AECTPYKLIMIA HU3KOM
NAOTHOCTU. OTCYTCTBOBAAO IKCTPAOCCAAbHOE PACTPOCTPaHeH e M3 GOABLIMX 30H AeCTPYKLIMK. OTMEUAAOCh TakKe CMIOHTaHHOe «pybLeBaHue»
OTAGABHbIX YHACTKOB AECTPYKLIMM MPU OTCYTCTBUM Tepanuu. Taknm o6pa3somM, AMarHO3 «<MHOXECTBEHHAsi MMEAOMa» MCKAIOUYEH Ha OCHOBaHMM
PEHTTEeHOAOTMYECKMX MPU3HAKOB, AAUTEABHOCTH OCTEOAECTPYKTUBHOTO CUHAPOMA, OTCYTCTBUS MAA3MaTUUECKOM MHDUABTPALIMM B KOCTHOM
MO3re, B TOM YMCAE M3 O4AroB KOCTHbIX ACTPYKLIMI METOAOM OTKPbITOM 61ONCHM. DTO HaBAIOAEHME AOKA3bIBAET BOSMOXHOCTb MOpaXKeHHMs
KOCTelN BCAGACTBHE OTAOKeHMs AL-amMAOMAA M 0OOCHOBbIBAET HEOBXOAMMOCTL BKAIOUEHMs AL-amnaomnao3a B criekTp anchchepeHLmarbHOM
AMArHOCTHKM 3a60AEBaHMIA, NPOTEKAIOLIMX C OCTEOAECTPYKTUBHbIM CUHAPOMOM.
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Bone disease as the first manifestation of systemic AL-amyloidosis
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Our case demonstrates severe bone disease in primary AL-amyloidosis without concomitant multiple myeloma. A 30-year-old man had
spontaneous vertebral fracture Th8. A computed tomography scan suggested multiple foci of lesions in all the bones. In bone marrow
and resected rib weren’t detected any tumor cells. After 15 years from the beginning of the disease, nephrotic syndrome developed.
Based on the kidney biopsy, AL-amyloidosis was confirmed. Amyloid was also detected in the bowel and bone marrow. On the indirect
signs (thickening of the interventricular septum 16 mm and increased NT-proBNP — 2200 pg/ml), a cardial involvement was confirmed.
In the bone marrow (from three sites) was found 2.8-5% clonal plasma cells with immunophenotype CD138+, CD38dim, CD19-,
CD117+, CD81-, CD27-, CD56-. FISH method revealed polysomy 5,9,15 in 3% of the nuclei. Serum free light chain Kappa 575 mg/I
(/N 44.9) was detected. Multiple foci of destruction with increased metabolic activity (SUVmax 3.6) were visualized on PET-CT, and an
surgical intervention biopsy was performed from two foci. The number of plasma cells from the destruction foci was 2.5%, and massive
amyloid deposition was detected. On CT scan foci of lesions differed from bone lesions at multiple myeloma. Bone fragments of point
and linear type (button sequestration) were visualized in most of the destruction foci. The content of the lesion was low density. There
was no extraossal spread from large zones of destruction. There was also spontaneous "scarring" of the some lesions (without therapy).
Thus, the diagnosis of multiple myeloma was excluded on the basis based on x-ray signs, of the duration of osteodestructive syndrome
(15 years), the absence of plasma infiltration in the bone marrow, including from foci of bone destruction by open biopsy. This observation
proves the possibility of damage to the skeleton due to amyloid deposition and justifies the need to include AL-amyloidosis in the spectrum
of differential diagnosis of diseases that occur with osteodestructive syndrome.
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A.ll. MeHaereeBa v coaBrT.

KT — xomnbtoTepHast Tomorpacust

MM — MHOKEeCTBEHHasi MUEJIOMa

II9T-KT — no3uTpOHHO-3MUCCUOHHAsE TOMOrpacusi, COBMELLIEHHAs
C KOMIBIOTEPHOI1 TOMOrpacueit

AL-A — AL-amunousio3
Ig — uMmyHOrIOGY IMH
SUV — craHapTU3MpOBaHHbIil yPOBEHb 3aXBaTa

BBeaeHue

IlepBuunbnii AL-amunonios (AL-A) 1 MHOXKeCTBEHHAs: MUe-
noma (MM) — pa3nuynble MO KIMHUYECKNAM MPOSIBJICHUSIM,, 6110-
JIOTUYECKUM XapaKTepUCTUKAM U IPOTHOCTUYECKUM (DaKTOpam
I1a3MoKJIeTOuHble omyxomu. B 2017 r. AL-A B kiaccucpuxauyu
BcemupHoit opranuzanum 3ipaBooXpaHeHust OnmyxoJei JumMgo-
WJTHOH ¥ KPOBETBOPHO! TKAHM BBIJIEJIEH B CAMOCTOSITENIbHYIO HO-
3oJioruueckyto opmy [1]. Couetanne ¢ MM ycTanaBnuBaroT
y 8-9% nauuentos c AL-A, a cpequ 601bHbIX MM —y 10-15%
BbIBISIIOT AL-A [2—4]. [Inarnoctika MM npu AL-A ocHoBaHa
Ha 0OHApY>KEeHNN KJIOHAJBHBIX MIa3MaTUIeCKUX KIIETOK B KOCT-
HOM Mo3re uim 6uonTtare onyxonu 6onee 10% B coueTanuu ¢
cumnromokommiekcoM CRAB [runepkanbumemus (calcium),
MoYevHasi HelocTaTouHOCTh (renal failure), anemust (anemia),
ocTeoMTHIecKoe nopaxkenue Kocteii (bone lesions)] mi6o 6mo-
MapKepamu BbICOKOTo pucka [5].

OcTeonuTryecKkre ovaru B KOCTSIX Bceria TpeOyroT UCKITHO-
yeHnss MM, Tak Kak MOpa’keHue KOCTel He XapaKTepHO /st
AL-A. Tem He MeHee B IUTEpaType ONMUCAHbI EIMHITYHBIE CITyJan
OCTEOJIMTHUYECKOTO TMOPAXKEHUs CKeJleTa U NMepeioMOB KOCTEN
BCJIE/ICTBUE aMUIIOUIHON MHpUIbTpaunu 6e3 MM [3, 6]. TTo He-
KOTOPbIM JIaHHBIM, B 1% ciyyaeB AL-A BbISIBIISIFOT KOCTHbIE OC-
TeonmThueckue ovaru. [Ipy 5ToM HU y KOTO U3 3TUX MAlEHTOB
He jjokazaHa MM [3]. [IpuBoguM cBoe KIMHUUYECKOe Habumofie-
HME, KOTOPOE MOATBEPK/AET BO3MOXKHOCTb Pa3BUTHS TSIXKEIJIOTO
nopakeHusi Kocteit Beresicteue AL-A npu orcyrerBiun MM.

KAnHnueckmi cayuan

[Tanuent 45 net. B Bo3pacre 30 ner (8 2004 r.) nosiBuiach
cumbHas 60Jb B HIDKHETPYTHOM OT/iesie TO3BOHOUHMKA. Ha Kom-
nbtotepHoii Tomorpacuu (KT) B 2006 r. BU3yanu3upoBaH KOM-
npeccroHHbli nepesioM tena VIII rpygHoro no3soHka c ¢op-
MHUPOBaHUEM YIIIOBOI KnoTuyeckoil nedopMaluy rpyiHoro
OT/leNIa TIO3BOHOYHMKA A0 151°, 6e3 3HAaUMMON KOMMpeccun

Ceedenus 06 asmopax:

Menoeneesa Jlapuca [laéroeéna — .M H., Ipo@., 3aM. TeH. AUP. 11O HAYYHOM
pa6ore n nuHOBamysiMm PI'BY «HMMUII remaronorum». ORCID: 0000-
0002-4966-8146

Pexmuna Upuna I'epmanosna — .M H, 3aB. OTA-HUEM XUMUOTEPAIUU J1a3-
MoKJIeTouHbIX guckpasuit PI'BY «HMMUIL] remarosnorum». ORCID: 0000-
0001-5440-4340

Kospueuna Aana Muxaiinoéna — 1.6.H., 3aB. TTaTOJOr0AHATOMUYECKUM
otn-vem PI'BY «HMMUIL remaTonorum», npod. Kad. KIMHUYECKOI 1a00-

PaTOPHOI IMAarHOCTUKM M MaTojioruyeckoil aHaromun Akaaemun I1O
®I'BY ®HKII. ORCID: 0000-0002-1082-8659

Kocmuna Upuna 30yapoosha — K. M.H., 3aB. OT/I-HHEM PEHTI€HOJIOTHHU U
koMmnbloTepHoil Tomorpacpun PI'BY «<HMMUI remartonorun». ORCID:
0000-0003-4683-4118

Apymionan Honna Kapenoera — Bpad-reMaToJior, OT/l-H1e BbICOKOI03HOM
XUMUOTEpANUN napanporenHeMuueckux remoonacto3os PI'BY «HMUIL
remaronorun». ORCID: 0000-0001-5952-0244

Mamonos Bacuauii E 62envbesut — K.M.H., 3aB. OPTONEAUIECCKUM OTJ[-HAEM
OI'BY «HMMUI] rematosnorun». ORCID: 0000-0001-7795-4564
Casuenxo Banepuii I'pueopvesuy — akan. PAH, 1.M.H., npod., reH. aup.
OI'BY «HMML] rematosioruu», rijl. BHEIITAT. CIELUAINCT-IreMaToJor
Munspapasa Poccu. ORCID: 0000-0001-8188-5557

86

CIMHHOMO3roBoro KaHana. B o6enx nonypyskkax VIII rpynHoro
MI03BOHKA OINPEJIEISIUCH KPYIHbIE OYaru AeCTPYKUUU KOCTHOM
TKaHU, OFPaHUYEHHbIE MOJYEPKHYTbIM KOPKOBBIM CJIOEM C
¢pparMeHTapHBIM €ro MPEPLIBAHUEM, OYar IECTPYKIMU 3aI10J1-
HEHbI COIEP>KMMbIM MOHUKEHHOM MSITKOTKAHOH MIIOTHOCTH (J10
27-28 HU) 6e3 pacnpocTpaHeHus ero 3a npejeibl kocteit. [To-
MMMO 3TOrO B KOCTSIX 30HbI CKAHUPOBAHUS ONPEE/SINCh He-
MHOT'OYUCIIEHHbIE Pa3PO3HEHHbIE JOCTATOYHO YETKO OUEPYEH-
Hble 0Yaru IeCTPYKUMN KOCTHOI TKaHU OKPYTJION U OBAJILHO
¢popmbl pazmepoMm oT 2,5 10 15 MM, 4acTb U3 HUX BbIXOAUJIA Ha
KOHTYP KOCTEll ¢ IPepbIBAHUEM KOPKOBOI'O CJI0s1; B TOJILLE OT-
JIeNbHBIX U3 04aroB UMEJIUCh KOCTHOU MJIOTHOCTH (PParMeHThbI
TOYEYHOTO U JIMHelHoro Buja (puc. 1).

IMpu KT rpyaHoro otiesna N03BOHOYHMKA uepe3 1,5 rofa oT-
MeueHbl YBEIUUEHUE pa3MepoB paHee AUDDEepeHUUpyeMbIX
0YaroB IECTPYKILMH U TIOsIBJIeHNe HOBBIX ouaroB. B 2012 r. mpo-
BefieHo koMmiekcHoe KT-uccnenosanue rpyiHoil 1 OprolLIHO
OJIOCTE, a TAKXKEe 00JIACTU MAJIOro Tas3a, [ie 0TMEYaI0Ch MHO-
FOKpATHOE yBeJMYEeHUE KOJIUYECTBA OYaroB JECTPYKLUUU BO
BCEX BUJIUMBIX B 30HE CKaHMPOBAHUSI KOCTSIX, C (DOPMUPOBa-
HMeM OOJIbIIMX y4YacTKOB AECTPYKUMU (B OOKOBBIX Maccax
KPECTLA ClIeBa), YACTUUHBIM CJIUSTHUEM U YBEJIUUEHUEM pa3Me-
pOB paHee cyliecTBoBaBIIMX ovaros (puc. 2). CTpykTypa
HOBBIX 0YaroB aHAJIOTMYHA CTApbIM — B TOJLIE GOJBLIOTO KO-
JIMYeCcTBa O4aroB UMEJIUChb KOCTHbLIC (bpaFMeHTbl TOYCYHOI'O "
JIMHEHOro BUja. [InarHocTUpOBaH HOBBI KOMITPECCUOHHBIN
nepeJioM I rpyIHOro no3BoHKa O B3y THEM U IECTPYKLUEL ero
MPaBOro MONEePEYHOr0 OTPOCTKA U MONYAYKKHU. B mapaBepTe6-
panbHbIX MATKUX TKaHsIX, cjieBa OT KomnpumuposaHHoro VIII
IPYAHOrO MO3BOHKA, C(hOPMUPOBAIOCH 0OPA30BAHUE TOHIKEH-
HOI MATKOTKAHOI NJIOTHOCTY C BKPAIUIEHUSIMU U3BECTU B €rO
Toe pazMepoM 32x18x27 MM; aHanoruuHoe 06pa3oBaHue BU-
3yaJM3upoBasock B nepeaHem orpeske Il pebpa cnpasa B aua-
MeTpe 0K0J10 20 MM C UHTPATOPAKAJIbHBIM PACIIPOCTPAHEHUEM.

B 2018 r. Bemonnena KT rpyaHoit mojocTu o noBojy Boc-
NAJIMTENBHOIO Npolecca B JErkKuxX. Buumblie B 30He CKaHUPO-
BaHHNs1 KOCTU MCHECHIPEHbI oyaraMm ACCTPYKUUH. Pa3mepb1 n
CTPYKTYypa oOpa3oBaHuii B nepeHeM orpeske Il pebpa cnpasa,
B lIapaBepTeOpalbHbIX OT/ENAX CJIeBa OT KOMIPUMUPOBAHHOIO
VIII rpyiHOro mo3BOHKA COXPaHSUIUCh MpeskHUMHU (puc. 3).
Y4acTOK IeCTPYKLIMHU B IPABOM NONIEPEYHOM OTPOCTKE U MOJTY-
Ay>kKe I rpyJHOro Mo3BOHKA CKIIEPO3UPOBAJICS, yMEHBIIUIICS B
pasMepax.

Ha cuunTurpaMme B rpyJHOM OT/EJIE IO3BOHOYHUKA, IEPE]-
He6oKoBbIX oTpeskax V, VI, VII pebep, rpyanne onpeessimch
ouary MOBBIEHHONO HAaKOIUIEHUs! pajuodapMipenapara.
C uenbto uckmoueHus MM BbINOJIHEHA CTEPHANIbHAS Ty HKIUS,
B muenorpamme — 0,8% mmazmaTniecknx kiaeTok. [Ipu nvmy-
HOXMMHYECKOM HUCCJICTOBAHMN KPOBHU U MOYM NapanpoTErH OT-
CYTCTBOBAJ (MCCIefJOBaHME CBOOOAHBIX Jierkux uerneit B 2006 r.
He BBIINOIHSANOCH). B 6uonTare pe3equpoBaHHOrO yyacTka pedpa
OIYXOJIEBBIX KIIETOK HE BbISIBIIEHO. TakuM o6pa3oM, reHes pac-
MPOCTPAHEHHOT'O OCTEOIECTPYKTUBHOTO CUHAPOMA OCTaBaJIC
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lNopaxerune Koctert AL-aMnAona030M

Puc. 1. KomnblotepHasi TOMOrpamma rpyAHOro OTA€Aa No3BO-
HouyHuKa (2006 r.): KOMNPECCMOHHbINA nepeaom Teaa Th8; He-
MHOTOYMCAEHHbIE O4ari AeCTPYKUMM B KOCTSX.

Puc. 2. KomnbiotepHasi ToMorpamma kocreit 1aza (2012 r.): 06-
WMPHBIN OYar AeCTPyKLIMMK B AeBbIX GOKOBBIX Maccax KpecTua.

HesiceH. BbIIBIHYTO NpenonoxkeHre o r’iCTUOLUTO3e X, OTHAKO
TUCTOJIOTUYECKOl BepuuKanuy auar{o3a Het. B Tedenwme
nocyiefyomux 15 et noBTopsuich 3MU30/ibl CUIILHBIX O0s1eit B
MO3BOHOYHMKE U pedpax, HO 32 MEIMIIMHCKOI MOMOILBIO Naly-
€HT He o0palacs.

Cnycts 15 net (B 2019 r.) camouyBCTBUE YXYAIINAIOCK: TIO-
SIBUJIMCH MBbIIIEYHAas CIaboCTh, 00JIb B CyCTaBax, 3HAUNTEILHOE
noxypeHue (Ha 16 xr B Teuenue ropa). [Ipu oGcneoBaHnm BbI-
siBnieHa npotenHypus (3 1/, 3,3 r/cyT), 4TO SIBUIOCH MOKAa3aHUEM

TEPATEBTUYECKUW APXVIB 7, 2020

Puc. 3. KomnblotepHas TOMOrpamma rpyAHoO# noaoctm (2018 r.):
pacnpocTpaHeHHbIH 0CTEOAECTPYKTUBHbIN MPOLIECC B KOCTSX.

K BBINOJIHEHUIO OMONCUM NOoYKu. B GronraTte noyku: Kiy604ku
3HAUUTEJIHHO yBeJIMYeHbI B pasmepax. [Iuddys3Hoe KpynHocer-
MEHTapHOE Pe3K0e pacIIMpeHne Me3aHMalIbHOTO, CyO3H/0- U
CyO3MUTENATBHOTO MPOCTPAHCTB KIIYOOUKOB 32 CYET MacCCHB-
HOTO HAKOTUICHUS] aMUJION/IA — KOHI'O-TIO3UTUBHOTO OECKJIeTOY-
HOT'O TOMOT'€HHOI'O MaTepraa ¢ JIBOMHBIM JTy4enpesoMIICHIEM B
MOJISIPU30BAHHOM CBeTe (s10/104HO-3eneHoBaToe cBevyeHne). Ova-
roBoe CJ1a00BbIPAYKEHHOE OTJIOXKEHNE aMUIION/IA B UHTEPCTULMN
1 BOJIb TYOYJISIpHBIX Ga3ajbHbIX MEMOpPaH B ITyOOKOM MO3ro-
BOM CJIO€ TKaHU MOuku. [Ipr3HaKoB aTpoduy KaHaIbUEB U WH-
TepcTUIMANBHOTO (prépo3a HeT. CTEHKM apTepuoll N apTepuit
MEJIKOTO M CPEIHEro KaJMOPOB Pe3KO yTOJIIEHbI 32 CUeT Mac-
CUBHOTO TPAHCMYPAJILHOTO OTJIOXKEHHS aMUJIOU/Ia C BbIPAXKeH-
HOW 00Typanyeli npocseTa cocyioB. MiMMmyHoryopecieHTHOe
MCCIefIOBaHNE BBINOJHEHO Ha NapaprHOBBIX Cpe3ax METOfIOM 00-
paboTku mpoHazoi ¢ ucnosb3zoBaHreM FITC-KOHBIOrMpOBaHHBIX
AHTUTEJ K YesloBeyeckuM nmMmyHorsnooymHam (Ig)A, IgG, IgM,
C3,Clq, pubpuHy, JIerkuMm LemsiM K 1 A.. B ydacTkax oTioxeHust
ammiionjia (CTEHKM MENIKMX apTepuil, UHTEPCTULMIA U TYOYJIsp-
Hble 0a3ajibHble MeMOpaHbl) ONpE/esach BbIPAsKEHHAs! IKC-
npeccust JIErkoi uenu K (3+), Npy TOJHOM PECTPUKIMN A-LIETIH.
OTJ0XeHne aMUIION]Ia BBISIBJICHO TakXe B OMONTaTax MpsMoin
KWIIKKA 1 TpernaHooronrare.

KimmHmdaeckmii anam3 KpoBr: IpuTporuThl — 4,6x10'%/11, re-
mornoouH — 133 /5, neiikouutsl — 10,6x 1011, TpOMGOLUTHI —
386x10%/1.

Buoxummdecknii ananus KpoBu: o01mii 6e51ok — 54 /i1, anb-
6ymuH — 30 r/71, XonectepuH — 7 /71, KpeaTUHUH — 93 MKMOJIB/ 11,
mesoyHas ocdaraza — 95 E/n, napaTtropmon — 2,87 nMoss/n
(1,6-6.,9 nmounb/n), ocTeokanbiyH — 24 Hr/mn (14-42 Hr/min),
N-TepMuHaJIbHbI IPONENTH] IPOKOJIareHa 1-ro tuna — 52 Hr/mi
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A.ll. MeHaereeBa v coaBrT.

(15-80 Hr/mm), MOHM3MPOBAHHBIN Kanbuuii — 1,19 MMoab/n
(1,03-1,23 mmow/m), pocpop Heopranmueckuit — 1,42 MMOIB/T
(0,87-1,45 mmonb/i).

TIpy IMMYHOXMMHYECKOM MCCIIE/IOBAHUN CHIBOPOTKH M MOYU
BBISIBJIGHA CEKpElMsl MOHOKJIOHAJIBHBIX CBOOOJHBIX JIETKUX
uenei K-tuna 575 mr/n (k/h 44.9).

TTyHKIMST KOCTHOTO MO3ra BBIMOJHSIACH U3 3 pa3HbIX JIOKA-
Jm3anyii. B KocTHOM Mo3re BbIsIBIIeHO 2,8—5,6% mna3MaTiyecKux
kneTok ¢ mmmyHogenorunom CD138+, CD38dim, CD19-,
CD117+,CD81-,CD27-, CD56-. [Ipy upTOreHe THIeCKOM 1ccrie-
nosanuu MeroioM FISH (dpayopecuenTtHast rubpupmsanyst in situ)
B 3% siiep BblsiBIIeHa nosicomus 5, 9, 15.

B Tpenano6uonTare (6unaTepanbHO) KOCTHBIN MO3T MOBbI-
LIEHHOH KJIETOYHOCTH (OTHOCUTEIILHO BO3PACTHOI HOpMBI). ['pa-
HYJIOLMTAPHBIN POCTOK PACHIMPEH, MPE/ICTABICH KIETOYHBIMU
3JIEMEHTaMH Ha BceX aranax AngdepeHuupoBKY ¢ npeodajia-
HHMEM 3pelloro myJja, NPUCYTCTBYIOT (POKYChI JIEHKOLUTAPHOTO
AeTpuTa. DPUTPOUHBIN POCTOK B JOCTATOUYHOM KOJHMUYECTBE,
NpejICTaBIeH OCTPOBKAMH SPUTPOKAPUOLIMTOB HOpMOOJIacTHye-
CKOT0 psijia, 04aroBo OMOJIO>KeH. MerakapuouuThl B JOCTaTOY-
HOM KOJIMYECTBE, PACMOJIOXKEHbI Pa3PO3HEHHO MeXTpabeKy-
JISIPHO, OOBIYHBIX pa3MepoB 1 Mopdosoruu. MHTepcTrantsHO
paccesiHbl 3pesble numponanbie KineTku. [lmazmatnyeckue
KJIETKM B YBEJIMYEHHOM KOJIMYECTBE, PACIOJIOKEHbI B BHUJIE
CKOIUICHUI NePUBACKYJISIPHO. ¥ MEPEHHO BbIpAXKeH reMocHjie-
po3. [Ipy rucToXMMUYecKoM OKpPAIIMBAHUN TPEMaHOOMONTATA
KOHT'O KPACHBIM B CTEHKaX COCY/IOB IEPUOCTA, & TAKKE B CTPOME
KOCTHOT'O MO3T'a BU3YaJIM3UPYIOTCS] KOHTO(DUIIbHBIE JIETIO3UTHI C
ahheKTOM [ABOMHOrO J1yyenpesomieHus (puc. 4, cM. Ha LBeT-
HOM BKJIeNiKe). [Ipy MMMYHOTHCTOXMMUYECKOM HCCIIEIOBAHUI
akcnpeccust CD56 B mna3MaTHYeCKUX KJIETKaX He ONpefesi-
J1ach.

IIpu o6cneioBaHnK APYrMX OPraHoOB JUArHOCTUPOBAHO NMOpPa-
>KeHue cepaa (runepTpodust MesKKeTyI0UKOBOI TIePEeropoyIKA
1,6 cm, npepicepanblil HatpuitypeTrdeckuii nentuj] (NT-proBNP)
2201 nr/mn (N<125 nr/mi). Ha DKIT — yactble rpynnosbie ske-
JIYIOYKOBBIE IKCTPACUCTOIIBI C TTAPOKCU3MAMU XKEIyT0UKOBOI
TaxXvKapun.

IIpu KT oTmeyanoch fanbHeiiiee yBeanyeHue KOJMYecTBa
1 pa3MepoB paHee CYILECTBOBABIIMX OYaroB IECTPYKUUU B KO-
crsx. [TosiBUIICS. HOBBINT KOMIIPECCHOHHBIN nepesioM Tena I mo-
SICHIYHOTO T03BOHKA. CTPYKTypa U pa3Mepbl 00pa3oBaHUi Te-
pennero otpe3ka II pebpa cnpaBa u mnapaBepTeOpaIbLHOrO
obpazoBanusi ciesa oT VIII rpynHoro no3soHka u nmpasoro mno-
MePEeYHOro OTPOCTKA U TIOTY/Iy>KKH Teda I rpyJHOro no3BoHKa —
0e3 IMHAMUKU.

HaII9T-KT c 18F-¢Topne30Kcuriitoko3oi BO BCeX KOCTSX
ckelneTa (MO3BOHKAX BCEX OT/IEINIOB, JIONMATKAX ,, KIIOUULE, TPY-
IMHE, TIFIeYeBbIX U OEIpeHHbIX KOCTAX, pebpax, KOCTIX Ta3a,
KpecTIle, a TaKXKe B KOCTSIX CBOJ]a Ueperna) Onpeyiessiiich MHO-
SKECTBEHHbIC PA3HOKAIMOEPHbIE YYaCTKN OCTEOMTUYECKOH Jie-
cTpyKuyn. HekoTopble 13 HUX C HATMYKMEM MSTKOTKAHOTO KOM-
MOHEHTa, MECTAMH C PACTPOCTPAHEHHUEM 3a Tpefielibl KocTeil
pazmepom ot 0,2 0 4,1x3.4 cM ¢ MOBBIIIIEHHBIM HAKOTIJIEHUEM
pagmodapmnpenapara SUVmax 3,6. HacTb 04aroB BbIXOJIUT 32
KOHTYP KOCTEll C NpepbIBaHKEM KOPKOBOTO CJIOSI.

JlnuTenbHbI aHaMHe3, a Tak>Ke OTCYTCTBHME IMarHOCTHYe-
cku 3Haunmon (6ornee 10%) mnazmaTuecKon NHUALTPALWA B
KOCTHOM MO3Te 110 pe3yJIbTaTaM MHOTOKPATHBIX MCCIIE/IOBAHMIT
uckirouanu quarno3 MM. Hapsijly ¢ 3TUM cTOJb BbIpaskeHHOE
MOpaKeHWe KOCTeH He YKJIIa/IbIBATIOCh B KIIMHUYECKYIO KaPTUHY
cucteMHoro AL-A. C quarHocTUYeCKOM LEbIO BLINMOJHEHA OT-
KpbITasi OMOTCHS MOAB3IOIIHBIX KOCTEN U3 2 MECT HaKOMJICHUS
pagrodapmpenapaTa U HAIMYUSl MSITKOTKAHOTO KOMIIOHEHTA
(o panubM [T9T-KT). [Ipu rucronornyeckoM nccieoBaHNI
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GUONITaTOB BBISIBIICHBI MACCHBHBIE OTIIOKEHMS aMmtonsa. [Ipn
LUTONIOTUYECKOM HCCIIEfIOBAHNN KOJIMYECTBO TTa3MaTHIECKIX
KJIETOK B oyarax AecTpyKuuu coctaBuio 2—2,8%. Takum obpa-
30M, JIOKa3aHO, YTO NOpPaKeHUe KOCTell cKejleTa 00YCIIOBIEHO
AL-A. N3menenusi, koropsle Ha [I9T-KT u MarHutHo-peso-
HAHCHOH TOMOTpachuy BBITTIANIENN KaK MATKOTKAHBII KOMIIO-
HEHT, TIPY TUCTOJIOTMUECKOM MCCIIEJOBAaHUM OKa3aliCh KOPKO-
BBIM BEILECTBOM KOCTHU.

IManmenTy nposefieHo 4 Kypca Tepanun (6opTe3oMuo, -
kiogocdamuf, ieKcameTaszon). Bo Bpemst 2-ro Kypca pa3Buiics
narosornyeckuil nepesoM I nosicanunoro nossonka. [locne
1-ro Kypca JOCTUTHYTa IOJIHAs PEMUCCHUS], TToclle 3 KypCOB —
cTporas nojHas pemuccust. OTMevasncst KIMHUYECKUid OTBET —
yJydiienne (pyHKIUN MovYeK 1 cepAna (YMeHbIIeHHe MpoTe-
nHypuu ¢ 3 1o 1 r/n, NT-proBNP ¢ 2201 go 700 nr/mi). B nocne-
AYIOLIEM BbITNOJHEHA BICOKO03HAs! KOHCOUaauust (Mescanan
140 Mr/m?) ¢ TpaHCIUIaHTaLMe! Ay TOJOTMYHBIX FeMOMO3THYe-
CKHX nepueprIecKrX CTBOJIOBBIX KlIeTOK Kposu. [lepuoy ar-
PpaHyJIOLMTO3a OCIOXKHUIICS pa3BUTHEM cencuca. Yepes 13 nHeit
NoKa3aTeJI KPOBY BOCCTAHOBUJIUACH , NH(DEKIMOHHBIE OCIIOXKHE-
HIPSI KyNIIPOBaHBI. B TeueHne rofja mociie OKOHYAHMS JTCUCHHST
COXPAHSIETCSI CTPOTasi MOJTHASI PEMICCHSI, IEPEIOMOB KOCTel He
HaO0JIIOIAJIOCh.

OO6cyxaeHHne

[IpuBeneHHOe KNMHUYECKOe HAOJIOfIEHNE 10Ka3bIBAeT BO3-
MO>KHOCTb Pa3BUTHSI BBIPAXKEHHOT'O OCTEOJIECTPYKTUBHOTO CHH-
npoma npu AL-A 6e3 MM. HeoGbr4HOCTh TeueHust 3a60J1eBaHMs
3aKJIH0YAJIACh U B TOM, YTO OCTEO/IECTPYKTUBHBII CHH/IPOM TPO-
rpeccupoBas MEIJIEHHO B TeYeHKe 15 neT npu oTcyTCTBUM JIpy-
IMX CUCTEMHbIX nposiBieHuil AL-A. B nurepaType onucanbl
CXOXHe CITy4yau, B KOTOPbIX CIIOHTAHHbIE NEPEIOMbI TO3BOHKOB
HaOJTIOIAJINCh B TEYEHUE S5 JIET 10 BOBJICUEHUS IPYTUX OPraHoB.
WnTepecho, uto B 6oabimHcTBe (73%) HaOMIOfIeHNi, Kak 1 B
HaleMm, iuarHoctTupoBad AL-A kanma [6].

[To KMMHUYECKOMY TEUEHUIO U PEHTTeHOJIOTUYECKON Kap-
THHE mopaxkenne ckeneta nmpu AL-A otmmyanocs ot MM.
B OonbuMHCTBE 04aroB JECTPYKUMM BUJHBI KOCTHbIE (hpar-
MEHTbI TOUEYHOIr0 M JIMHeiHoro Buja (button sequestration).
OTcyTcTBOBANA JMHAMUKA PA3MEPOB YaCTUYHO OObI3BECTBIICH-
HBIX MSITKOTKaHbIX 00pa3oBaHuii B nepeyiHeM oTpeske I peGpa
crnpasa 1 napasepredpanbHbIx oTaenax VI rpyaHoro no3sonka,
OTMEYaJIOCh CIIOHTAHHOE «PYOlIeBaHNE» YUaCTKa IECTPYKIUH B
MPAaBOM MOMNEPEYHOM OTPOCTKE U Mosyaykke I rpyaHoro mo-
3BOHKA (B OTCYTCTBME KaKoi-1mb0 Tepanvn). ClielyeT Takxke
OTMETUTD TIOCTATOYHO HU3KYIO INIOTHOCTH COJIEPKMMOI0 O4YaroB
AECTPYKIMU ¥ OTCYTCTBUE €r0 IKCTPAOCCATBHOIO pacripocTpa-
HeHusl n3 6OJIbILINX 30H JlecTpyKuun. [1ogo0HbIe n3MeHeHus He-
xapakTepHbl Jyii MM 1 MOTYT COOTBETCTBOBAThH HEJIAHT€PraH-
COKJIETOUHOMY THCTHOLMTO3Y (60se3Hu Dpaxeitma—ecTepa),
OJIHAKO JIAaHHBII IMArHO3 MCKJITFOUEH NPU MHOTOKPATHBIX TUCTO-
JIOTUYECKMX MCCIIEJIOBaHMsIX OMONTaTOB KocTel. BaskHo oTMme-
THUTb, YTO aMUJIOW/] HAKATUIMBAET PaMOaKTHUBHbBII M30TOMN Ha
[I9T-KT, T.e. mposiBasieT cebsl Kak METaOOIMUECKH aKTHBHAsI
TKaHb.

[TaTorenes ocreopectpykumii npu AL-A HesiceH. Begymm
MEXaHM3MOM Pa3BUTHSI OcTeonopo3a npu MM 1 MOHOKJTOHATTb-
HBIX raMmanaTudax CYUTAOT NOBBILICHUE AKTUBHOCTU OCTEO-
kaacToB [7-10]. B Hamem ciayyae oTCyTCTBOBAIM OMOXUMUYE-
CKMe NMPU3HAKK Pe30pOLMK KOCTEi, TO3TOMY MbI HE CBSI3bIBaEM
CTOJIb TSIXKENBIN U JIIUTENBHO MPOTEKAOIINI OCTEONNTUIECKUN
CUHJIDOM C HapylueHueMm (byHKUMil ocTeoknactoB. Hapsny c
3TUM €CTh yOeJUTebHbIC IaHHbIC O CBSI3U ME3K/ly OCTEOJIUTHU-
YECKUM MPOLECCOM B KOCTSIX U akcnpeccueit CD56 nnazmaTu-
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uyeckumu Kietkamu. [Ipu MM skcnpeccuto CD56 nnasmartuye-
CKMMM KJIeTKaMi OOHapy>KMBAIOT 3HAYUTEJIBHO Yallle NMpH Ha-
JIMYUM OCTEOIECTPYKTUBHOIO CUH/IpOMA, 4eM 0e3 MopakeHust
kocreit (cooTBeTcTBeHHO B 91 1 38% ciyuaes) [11]. B nanHOM
ciy4ae B TpenaHoOMONTaTe KOCTHOrO MO3ra Ila3MaTHyecKue
KJIETKM MaJIOUNClIeHHbl 1 He aKkcnpeccupoBaiu CD56. Bepo-
STHO, MEXaHU3M ocTeofiecTpykuuii npu AL-A otnuyaercst oT
MM u 00ycnoBiieH n3MeHeHneEM OEIKOBOrO MaTpPHUKCa KOCTEeN
3a CYET MACCUBHOTO OTIIOKeHMs amuiionyia. CyliecTByeT Takxke
TIPEJNOJIOXKEHUE , YTO OTIIOKEHHE aMUJION/]A BO BHY TPMKOCTHBIX
cocyaax MPUBOAUT K TPO(PUUECKUM HAPYLICHUSIM KOCTHOH
TKaHU, IPOIPECCUPYIOLIEMY CHUXKEHHIO UX INIOTHOCTU U Nepe-
JoMam [6].
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3akAloueHue
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K cratbe U.I'. Pexmunoii u coaém. «Mop@oaornieckue 1 MMMYHOTMCTOXUMMYECKHE MPEJUKTOPbI
NMOYE€YHOro 0TBEeTA HA TePanui0 y NalMeHTOB ¢ MUEJIOMHOM KacT-HedponaTuei M OCTPbIM MOBPEK-
JieHrEeM T0YeK ¢ MOTPEOHOCTHIO B Tuam3e» (c. 63)

A 3KCI’l€peLCI/tﬂE Kaa_zepuna b. 3/<cnpec_cuﬂ SUMEHMUHA _ B 31<cnpeccuﬂ a-'MA

Puc. 1. UMMYHOTUCTOXMMHYECKOE MCCA€AOBaHMe OuonTarta noyukM y naureHta ¢ MKH 1 octpbim nospexaeHnem novek.
IIpumeuanue. A — peakupsi ¢ aHTuTeNaMu K E-kaarepuny, b — peakuysi ¢ aHTUTEIaMI K BUMEHTHUHY , B — peakiysi ¢ aHTUTeJIaMH K
o-I'MA. TIpefcTaBneHo oKpallBaHue UAEHTUYHBIX cpe30B. Cmpeaxkamy yKa3aH KaHajel, KIeTKH MUTeNNsl KOTOPOro 3Kcipec-
cupytot E-kaarepun (A) u He akcnipeccupytot BumeHTuH (5) u a-I'MA (B). CetoBast Mukpockomusi, x400.

Puc. 2. xcnpeccus E-kaarepuna y naumenta ¢ MKH u OIIN

3-1 craamun. UlN'X-nccaeaosanme, ceetoBas MMKpockonums, x100.
Ipumeuanue. Yeproimu cmpeaxamu yKazad NpuMep UHTEHCUB-
HOI1 aKcnpeccun E-Kajireprna B IMCTaIbHBIX KaHAIbLAX; KPAC-
HblMU — TIPEMEP CITA0O0TOIOKNTENBHON SKCTpeccnn Mmapkepa B Puc. 3. CymmapHoe NporHocTuyeckoe 3HaueHue pacnpocrpa-
MPOKCUMAJIILHOM OT/IesIe KaHAbLEB. HeHHOCTH (puOpo3a MHTepCTMLMS U dKcnpeccun E-kaarepuHa.

K crarbe J1.I1. Menoeaeesoii u coasm. «(OcTeoecTpyKTUBHbBII CUHAPOM KaK MepBoe MpOosiBlieHNe
cucremMHoro AL-amunionno3a» (c. 85)

a 9 6

Puc. 4: Tuctorornueckuii npenapar. a — TpenaHo61oNTaT KOCTHOTO Mo3ra. B Tpenano61onTaTe HHTEPCTMLIMAABLHO MPUCYTCTBYIOT
MACCHMBHbIE AeMO031Tbl aMOP(PHOI0 GECCTPYKTYPHOTo 303MHOMABHOIO MaTpukca. OKpacka reMaToKCMAMHOM M 3031HOM, x200;
0 — TpenaHoOMONTaT KOCTHOTO MO3ra. B CTeHKe apTepHOASIPHOTO COCYAQ OTMEYAIOTCS TOMOTEHHbIE KOHTO(PMAbHBIE MACChbl. [1CTO-
XMMMYecKast OKpacka KOHro KpacHeim, x400; B — TpenaHOGHONTaT KOCTHOTO Mo3ra. B cTeHke apTepHOASIPHOTO COCyAa KOHTO(UAB-
Hbl€e AEMO3M1Tbl MPU UCCAEAOBAHUM B MOASIPU30BAHHOM CBETE XapaKTepPH3YIOTCS ABOSIKOMPEAOMASIIOIIMM 3EA€HOBATbIM CBEYEHHEM.
Okpacka KOHro kpacHbim, x400.
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