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Pesiome

BBepeHme. [1na3mokeTouHble HOBOOOPA30BaHMA XapaKTepU3yTcsa KIMHWYECKOW U
6UONOrMUYECKON FeTeEPOreHHOCTbIO, YTO 3aTPYAHAET paHH AnddepeHUmanbHyo ana-
FHOCTUKY. /I3yyeHune KitoueBbiX 6H1ONOrMYecKX XapakTepucTuK KinoHa Ha dTane gebtoTa
3a60neBaHNA MOXET BbIIBUTb CrieLnudrUHbIe NaTTePHbI, MOJIe3HbIe ANA ANArHOCTMKM.
Lenb. Llenblo faHHOrO NPOCNEKTMBHOMO MCCeAOBaHNA B PpaMKax peanbHON KnHuYe-
CKOW NPaKTUKKM Obln CPaBHUTENbHbBIN aHaNK3 KIoueBbiX GMONOrMYeckmnx XxapakTepucTuk
NNa3MOKJIETOYHOrO KNOHa Mpu BNepBble YCTaHOBJIEHHbIX Pa3fIUHbIX M1a3MOKIIETOYHbIX
3aboneBaHVAX ONA onpeaeneHnsa NaTTepHoOB, cneunduyHbIX Ana aebloTa 1 nexalymx B oc-
HOBE MX FreTepPOreHHOCTH.

Martepuanbl n metoabl. B peTpocnekTiBHOE MCCnefoBaHWe BKIOYEHbl 68 nauuneH-
TOB C BMepBble YCTAaHOBMEHHbIM AMArHO30OM MJIAa3MOKIETOYHOr0 HOBOOOpPa3oBaHMUA:
22 — C CUCTEMHBIM aMUSIONA030M, 28 — CO MHOXeCTBEHHON Muenomol, 18 — ¢ gpyrnmm
dbopmamn NnasmMoKNeToUHbIX HOBOOOpa3oBaHWil. MNpoBeaeH aHanu3 MMMyHodeHOoTMMNa
NnasmMaTUYeckrx KeTok, ypoBHs MMMYHOrO6YNMHOB, cBOGOAHbIX nerkux uenen (FLC),
[;-MrKpornobynvHa n pesynbratoB UMMyHoouKkcaumn. Ctatnctnyeckan obpaboTka Bbl-
nonHeHa ¢ ncnonb3osaHnem U-kputepua MaHHa — YUTHU 1 x*-kpuTtepua (p<0,05).
PesynbraThbl. Y NaLyeHTOB C CMCTEMHbIM aMUSTIOMA030M BblIBNIEHbI: Manas Ao KJIoHasb-
HbIX MJ1a3MaTYeCcKnX KneTok (MegraHa 2,5%), npeobnagaHue A-pectpukunm (75%), runo-
npoTtenHemus (MegunaHa obuero 6enka 55,0 r/n), NoyeuyHo-obyCNoBNEHHOE MOBbILEHUE
;-muKpornobynmHa (megraHa 120,0 mr/n) n A-gomrHupytowmin nattepH FLC. Y nauneHTos
CO MHOXeCTBEHHOI MMUENOMOW — BbICOKaA K/IOHanbHaa Harpyska (20,6%), k-pectpukuma
(74%) v runeprammarnobynuHemums. Y nayneHToB ¢ A4PYrMmMU Mia3MOKIETOYHbIMM HOBO-
0b6pa3oBaHNAMY — reTeporeHHble NaTTepHbl, BKNouvaa IgM/k-cekpeTupytowme Gopmbl 1
BbICOKY!0 aKcnpeccuio CD19.
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3aknioueHue. BoisineHbl cneymdruHble 61oornyeckne 1 UMMyHOXMMUYECKUe naTrep-
Hbl, pa3fnyalolme NIasMoKNeTOYHblE HOBOOOPA30oBaHUA Npu AebioTe. KomnnekcHbIi
aHanun3 mmyHodpeHotuna, FLC, MMyHOGUKCaLmn 1 BUOXMMNYECKIX MOKa3aTenei no-
3BOJIAET MOBbICUTb TOYHOCTb ANATHOCTUKN U AnddepeHLUpPOoBaTb CUCTEMHbI aMUIong03
oT Apyrux $Gopm NaasmoKIeToUHbIX HOBOOOPA30BaHNIA.

KntoueBble c/l0Ba: N1a3MOK/IETOUYHblIE HOBOOBPA30BaHNA, CUCTEMHBbIE aMUNOWAO3, MHO-
YKECTBEHHAsA MMeSIoMa, UMMYHOGEHOTUMMPOBaHNEe, UMMYHObUKCaUus
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Abstract

Introduction. Plasma cell neoplasms are characterized by clinical and biological
heterogeneity, complicating early differential diagnosis. Analysis of key biological features
of the clonal plasma cell population at disease onset may reveal specific patterns useful
for diagnostic stratification.

Purpose. The aim of this prospective study, conducted within the context of real-world
clinical practice, was to perform a comparative analysis of key biological characteristics
of the plasma cell clone in newly diagnosed plasma cell disorders, in order to identify
disease-specific patterns at onset that underlie their heterogeneity.

Materials and methods. A retrospective study included 68 patients with newly diagnosed
plasma cell neoplasms: 22 with systemic amyloidosis, 28 with multiple myeloma, and 18
with other plasma cell neoplasm variants. Immunophenotyping of plasma cells, serum
immunoglobulins, free light chains, B,-microglobulin, and immunofixation results were
analyzed. Statistical analysis was performed using the Mann-Whitney U test and ¥’ test
(p<0.05).

Results. Patients with systemic amyloidosis showed low clonal plasma cell burden
(median 2.5%), predominant A-restriction (75%), hypoproteinemia (median total
protein 55.0 g/L), renal-related elevation of ,-microglobulin (median 120.0 mg/L), and
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a A-dominant free light chains pattern. Patients with multiple myeloma exhibited high
clonal burden (20.6%), k-restriction (74%), and hypergammaglobulinemia. Patients with
other plasma cell neoplasms demonstrated heterogeneous secretion patterns, including
IgM/k-secreting variants and high CD19 expression.

Conclusion. Distinct biological and immunohistochemical patterns differentiate plasma
cell neoplasms at onset. Comprehensive analysis of immunophenotype, free light chains,
immunofixation, and biochemical markers enhances diagnostic accuracy and enables
reliable differentiation of systemic amyloidosis from other PCNs.

Keywords: plasma cell neoplasms, systemic amyloidosis, multiple myeloma,
immunophenotyping, immunofixation

B BBEJEHWE

3noKauyecTBeHHble MJIa3MOKIeTOYHble HOBoObpa3oBaHusA ([MTH) siBnAlTcA cepbe3Hom
MEAVLMHCKON 1 COLMANbHO-3KOHOMMUYECKON NpobiemMoi B COBPEMEHHOM MUPE.

MNMH npepctaBnsAoT cobori rpynny 3a6osieBaHUil, TECHO B3aMMOCBA3AHHbIX, MPOMCXO-
AAWNX 13 0OLWKMX NpeaLecTBEHHUKOB B MOCIEA0BATENbHOCTU KJIETOYHbIX MOKONEHUN
B-numoounTos [1, c. 57]. OnyxoneBbiM CybCTpaTOM faHHOW rpynnbl 3aboneBaHnii ABNA-
I0TCA KJIOHasIbHble, KaK MPABUIO, UMMYHOIIO0YNMHCEKpeTUpYyolWme B-knetkn Tepmu-
HanbHOWN cTagun anddepeHUnpPOoBKN, nNnasmaTndeckne knetku (MK) ¢ nepeknioyeHnem
Knacca TsKenbix Lenen uMMyHornobynuHos [2, c. 17].

CornacHo knaccudmrKaLmm onyxonen reMono3TMyeckon n numoonaHon TKaHu, npu-
HATOM BcemmpHowm opraHusauuen 3gpaBooxpaHeHuna B 2017 r., K [MTH oTHOCAT MHOXe-
CTBEHHY0 Muenomy (MM), nnasmounTomy, He MMMYHOrnoOynMH M MOHOKIOHaNbHYIO
rammanatuio (Ml HeAcHoro reHesa, 6051€3HN OTNOXKEHUS MOHOKJIOHasbHbIX Ig (B TOM
uncne AL-ammnoungos), POEMS- n TEMPI-cungpombl [3, c. 135].

MH xapakTepur3yoTCca HEYKNOHHO MPOrpeccuMpyowM TeueHnem u Tpebyiot audde-
pPeHUManbHON ANArHOCTUKU HA PaHHUX CTagMAX C LieNiblo NPOBEAEHNA CBOEBPEMEHHOIO
cneundryecKoro IeYeHNs, CHYXKEHNA MHBANUAM3aLUN NaLVEHTOB 1 yBeNMYeHUs obLuel
BblXrBaemocTtu [4]. Tak, no gaHHbeim Mayo Clinic, cpegn 39 929 naumeHTtoB ¢ MI' B 58%
cnyyaeB guarHoctuposaHa MI HeAcHoro reHesa, B 17,5% — MM, B 9,5% — nepBuYHbIN
AlL-amnnounpos, pexe — nnasmouuntoma, POEMS-cnHagpom, 6onesHb eno3nToB NIErkumx Le-
new, N1asMOKNETOUYHbIN Nelko3 u gp. [5].

KnrnHuyeckas KapTuHa 3TOW rpynnbl 3aboneBaHnii pasHoobpa3Ha BBUAY 60NbLIOrO
KOJIMYeCTBa OPraHOB 1 CUCTEM, KOTOPbIE MOTYT ObITb MOPaXkeHbl, OAHAKO MPOrHO3 B 60s1b-
el cTeneHn oOyCNIOBNEH MOPaXXeHVEM NOYeEK, NeveHu, cepgua [6, 71.

OunodepeHymanbHas guarHoctuka MH Ha NO3gHUX CTaguAX C HalIMYMEM Y NaLUeHTa
pa3BepHYTON KIMHNYECKON CMMMNTOMATUKM He npeacTaBnaseT TPYAHOCTEN, OfHAKO Ana-
FHO3, BbICTAB/IEHHbIV Ha 3TOM 3Tarne, aCCOLMUPOBAH C PaHHeEN CMEPTHOCTbIO BBUAY Ha-
nnurA HeobpPaTUMOro MOPaXXeHNUA BHYTPEHHMX opraHoB [8, ¢. 1]. Bo3amoxHocTn 6onee
paHHen ONarHOCTUKN U HOBble MOoAxoAbl K neyeHuto MH nsmeHnnm K nyywemy nporHos
NauVeHTOB 1 OOHOBPEMEHHO OKa3asv BIUSIHME HAa OCOOEHHOCTU KITMHMYECKOTO TeUeHMA
3aboneBaHuA, CTPYKTYPY GaKTOpOB purcka. B ¢BA3M ¢ 3TM Hen36eXHO BCTan BOMPOC O
pa3paboTke HOBbIX KpuUTepnes anddepeHunanbHON ANarHoCTUKN 1 BeAEHNA NaLNEHTOB
¢ [MH c yyeToM coBpeMeHHbIX NOAXOA0B K neueHuto [9, c. 3.
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CornacHo mexayHapoaHbIM KIIMHUYECKMM pekoMeHAauuam HauuoHanbHom cetu no
60pbbe ¢ pakom (NCCN, 3-a Bepcusa, 2021), Ha AMArHOCTUYECKOM 3Tarne MHoronapame-
TPpOBas MPOTOYHAA LUTOMETPUA ABNAETCA OOHMM U3 Ba)KHbIX METOAOB B OnpeaeneHuun
AmnarHo3a NH, npm sTom HeobxoMMa 1 peKkoMeHAOBaHa MMMYHONOTMYecKasn Xxapakrepu-
CTVKa MMEHHO acnMpaumMoHHOro MyHKTaTa KOCTHOrO MO3ra napannesnbHo ¢ Mopdonoru-
YecKon oLeHKoW (MnenorpaMmmMmon) 1 UMMYyHOTMCTOXUMUYECKUM NCCefAoBaHeM Tpena-
Hob6uonTaTa KOCTHOro mosra [10].

B LIEJIb NCCNEAOBAHUA

CpaBHI/ITeanbIVI aHanM3 Kno4eBbiX 6Uonornyeckmx XapaKTeEPUCTUK MJTa3MOKJIETOY-
HOro KNnoHa npw Bnepsble YCTaHOBNEHHDbIX Pa3/IMYHbIX N1a3MOKNETOYHbIX 3aboneBaHmAX
C uenblo onpengeneHnAa NaTtTepHOB, CI'IELI,VId)I/I‘-leIX AnA ne610Ta n nexalwmx B OCHOBE UX
reTeporeHHoCTn.

B MATEPWAJIbl U METObI

B peTpocnektuBHoe nccnefoBaHme BKoueHbl 68 naumeHTos ¢ MMH, nocTynuBwunx B
MWHCKUI HayUYHO-MPAKTUYECKU LeHTP XMPYPrimn, TPaHCMNAHTONOMMN U remaTosiormm
(MunHck, Pecnybnuka benapycb). Cpen o6cneoBaHHbIX 36 (52,94%) *eHLWMH B BO3pacTe
ot 35 go 86 net (megmnaHa Bo3pacta — 65,5 roga; Me=65,5), 32 (47,06%) My*UYnHbl B BO3-
pacte ot 42 go 81 roga (meguaHa Bo3pacta — 61,5 roga; Me=61,5). Bcem nauneHTam npu
nepBUYHOM 06CIefOBaHMM BbINOSIHEH KOMMIEKC TabopaToOpHO-AMArHOCTUYECKUX UCCIe-
JOBaHWUN.

B 3aBMCUMOCTM OT HO3010MMYECKOWN MPUHAANEXHOCTI, NaLNEHTbI Oblnn pacnpegene-
Hbl Ha 3 rpynnbl HabnoaeHus:
® rpynna 1 - naumMeHTbl C CUCTEMHbIM aMUJTIOMA030M (N=22);
®  rpynna 2 - naumeHtbl ¢ MM (n=28);
®  rpynna 3 - naumeHTsbl ¢ apyrumu popmamm MH (n=18).

XapaKTepucTuKa nauneHToB B pa3pese HO30J10rMuM, Nosia U Bo3pacTta npeacTaBsieHa
B Tabn. 1.

[na Bcex McxofHbIX MapamMeTpoB Obina NPUMEHEHa onucaTenbHas CTaTUCTMKA Mo
rpynnam cpaBHeHusA. Pa3nnuma B N3MEHEHUAX OT UCXOLHOMO YPOBHA MeXZy rpynnamu
OLIeHMBAINCb C NOMOLLbIO HeNnapameTpruyeckux Tectos (BunkokcoHa — MaHHa — YuUTHu).
Cratnctnueckan o6paboTka AaHHbIX OCYLLeCTBAANACh C MCMONb30BaHMEM JINLEH3NOHHO-
ro nporpaMmmHoro obecneveHua Statistica 10 (TIBCO Software Inc., CLUA). Konnuectsen-
Hble MOKa3aTenu npefcTaBieHbl B BUAE MeAnaHbl U MHTEPKBapTUIbHOIO pasmaxa: Me
(Q25; Q75). Pe3ynbraTbl cumTanmcb 3HaummbiMu npu p<0,05.

[narHos cucTeMHOro amunongosa BepudrunpoBancs rmcToorMyeckn ¢ NCnosb-
30BaHMEM BMONCUITHOIO MaTepurana NogKOXHO-KNPoBoK KneTyaTku (MXKK), noyeuHom
TKaHW UM CIN3NCTON 0OONOUKM TONICTON KNLWWKW C NOCieylowmnum NoATBEPKAEHNEM
HaNMUMAa aMUNOUAHDBIX OTIIOXKEHMUI MPU OKPaCKe KOHFO KPACHbIM M aHannM3oM Mog
NonApu3aLNoHHbIM MUKpocKornoM. [lnarHos MM ycTaHaBnmMBanca B COOTBETCTBUY C
aKTyanbHbIMU POCCUACKNMU KITMHUYECKMN PEKOMEHAALUMAMM NO AMAarHOCTUKe 1 Ne-
yeHuntio MM.

B pamkax o6cnefoBaHMA NauMeHTam BbIMOMHANNCD: OOWNIA aHAaNn3 KPOBU, BUOXU-
MWYECKWUI aHanm3 KpoBW, 06U aHanM3 Moun, UMMyHODUKCaLmA B6enkoB CbiIBOPOTKM
N MOuYM, NaLMeHTam C NOAO3PEHNEM Ha aMUIONL03 — MMCTONOMMYECKOe NCCnefoBaHne

«lematonorua TpaHcysmonorua BoctouHas Espona», 2025, Tom 11, N2 3 315



[eTeporeHHOCTb N1IA3MOKNETOYHOIO KNOHa
B AebloTe MNa3mMoKNEeTOUHbIX HOBOO6pa3OBaHVII7IZ CpaBHUTENbHbIV aHanm3

Ta6bnuuya 1

XapaKkTepucTuka nauneHToB Mo HO30M0ruu, NoJy U BO3pacTy
Table 1

Patient characteristics according to nosology, sex, and age

Yucno nayneHToB | XKeHWMHbI My>K4nHbI Bospacr,

Hosonorua
n(%) | N(%) n (%) N (%) n (%) N (%) net (Me)

CUCTEMHbIN amnnonpos:

—  CnopaxeHvem cepaua 2(2,94) 1(1,47) 1(1,47)

—  CrnopaxeHrnem noyek 10 (14,71) 4 (5,88) 6(8,82)

—  C nopaxeHuem cepaua 1(1,47) 1(1,47) 0(0)
1 neyeHn

—  CTMOpaxeHnem noyek u | 22 7(10,29) 11 4 (5,88) 11 3(4,41) 61,0
ceppua (32,35) (16,175) (16,175)

—  C MOpPaXeHWEeM neyeHn 1(1,47) 1(1,47) 0(0)
1 nouek

—  C NOpa)eHunem Kuwey- 1(1,47) 0(0) 1(1,47)

HUKa N noyek

MHOXecTBeHHas mmenoma (24?1,18) 14 (20,59) 14 (20,59) 66,5

Opyrve ¢opmbi MH:

—  MIH3 5(7,36) 3(4,41) 2(2,94)

-  MIP3 1(1,47) 1(1,47) 0(0)

— MakpornobynuHemus 18 3(4,41) 11 0(0) 7(10,29) | 3(4,41) 64,0
BanbgeHcTpema (26,47) (16,175)

— POEMS-cuHgpom 4 (5,88) 4 (5,88) 0(0)

—  [MH HeyToUHEHHOE 3(4,41) 2(2,94) 1(1,47)

—  conuTapHas nnasmo- 2(2,94) 1(1,47) 1(1,47)
yuToma

BCEIO 68 (100) 36 (52,94) 32 (47,06) 63,0

IMKK, noyeyHol TKaHN 1 CN3KUCTOM 0OONTOUKM TONCTON KULLIKK, @ TaKKe BCEM MaLMeHTaM —
Mopdonornyeckoe n MUMMyHOGEHOTUNNYECKOE NCCNIeloBaHMe acnmpaTa KOCTHOrO Mo3ra.
NmmyHodeHoTUnpoBsaHme MK npoBoannock € UCNob30BaHNEM NaHeNN MOHOKIOHasb-
HbIX aHTUTen, BKoYaswen mapkepbl CD138, CD38, CD56, CD117, CD27, CD28, CD81 un
CD20, yTo NO3BONANO OLEHUTb IKCMPECCUIO AHTUTEHHbIX AETEPMUHAHT Ha MOBEPXHOCTA
NnaTonornyeckoro KnoHa. KnoHanbHocTtb MK onpepenanacb Ha OCHOBaHMN 3KCNpeccumn
MOHOV30TUMNYECKON CBETOBON LIEMM UMMYHOTI00YNHa (K i A) 1 aHOManbHOTO Mpo-
dnna skcnpeccmn NOBEPXHOCTHLIX MAapPKEPOB.

B PE3YNbTATHI

Y naumeHToB C CUCTEMHbIM aMmunoungo3om (rpynna 1) gona MK B acnupaTte KOCTHOrO
MO3ra npyv UMMyHOPEHOTUMMPOBAHUM METOAOM NMPOTOYHOWN LUTOMETPUMN COCTaBMna OT
0,8% no 9,7% (megunaHa — 2,7%; Me=2,7, Q25-Q75: 1,5-4,1%). onA knoHanbHbIx K Ba-
pbupoBana B AnanasoHe ot 0% Ao 9,1% (meguaHa - 2,5%; Me=2,5, Q25-Q75: 1,2-3,8%).

Y naumeHtoB ¢ MM (rpynna 2) gons NK B KOCTHOM MO3re Npy UMMYyHOGEHOTUMPOBA-
HUK BapbupoBana ot 9,2% fo 52,4% (megmnana - 20,6%; Me=20,6, Q25-Q75: 14,3-31,8%).
Hons knoHanbHbIx MK coctaBuna ot 5,8% go 51,4% (megmaHa - 20,6%; Me=20,6, Q25-
Q75:12,1-30,5%).
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Y naumnenToB ¢ gpyrumm MH (rpynna 3) gona MK B KOCTHOM Mo3re npy UMMyHobe-
HOTMNMPOBaHUKN BapbupoBana oT 0,4% po 9,2% (megmaHa - 2,5%; Me=2,5, Q25-Q75:
1,1-4,0%). Oonsa knoHanbHbIx MK coctaBuna ot 0,4% o 9,2% (meanaHa — 1,8%; Me=1,8,
Q25-Q75:0,9-3,5%).

Y naumneHToB C CUCTEMHbBIM aMUIOMA030M Npeobnafana pPecTpuKLnA Nerkmux uenem
UMMYHOTI06YNMHOB TUMa A, KOTopas BbisiBNieHa B 75,0% cnyyaes, Toraa Kak aKkcnpeccus
K-Uenen otmeyeHa y 25,0% naumeHToB. B otanume ot storo, y naumneHtos ¢ MM gomu-
HVpoBana K-pecTpukuua — 74,0% npu A\-pecTpukumm, 3aperncTpupoBaHHon y 26,0% na-
umneHToB. Cpean naumeHToB ¢ Apyrumu MNH k-pecTpukumna BoianeHa y 53,0% naumeHTos,
A\-pectpukums -y 47,0%.

CpaBHUTeNbHbIN aHanm3 ¢ ncnosnb3oBaHnem U-kputepma MaHHa — YUTHM Nnokasan cTa-
TUCTUYECKM 3HaUMMOe pa3nunure B cogepxaHum Kak MK (p<0,001), Tak 1 kKNoHanbHbIX MK
(p<0,001) mexpy rpynnamu amunomngosa n MM. Mexay rpynnamy ammnongosa v gpyrmx
MH pa3nnuuna no 3TMm nokasaTtenam He AOCTUranN YPOBHA CTaTUCTMYECKON 3HAUYMMOCTHN
(p=0,78 1 p=0,64 COOTBETCTBEHHO).

PacnpepeneHune n30TuMnoB nerkux Lenemn mexkay rpynnamm ammnongosa n MM gocto-
BEPHO pasnmyanocb ()(2=28,4, p<0,001), UTO OTpaXKaeT pa3NnUnA B BUONIOFNYECKNX OCO-
6EHHOCTAX MNATONIOrMYECKOro KfIoHa Npw 3Tnx 3aboneBaHumAX.

Ha pucyHke npepcraBneHa nMmyHodeHoTUNMYecKas xapakTtepucTrka MK y naunex-
ToB C IMH.

MNpoBeaeHO cpaBHeHME KNOYEBbIX OMOXMMUYECKUX Y UMMYHOXUMUYECKUX MOKa3aTe-
nei nepndeprnyeckon KpoBu Mexay nauneHTamm C CUCTeMHbIM amunongo3om (rpynna 1,
n=22) 1 naymeHTamu c gpyrumu NH (rpynna 3, n=18).

CD28
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cD117
CD56

CD27
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3Kcnpeccm| IIIMMyHOd)eHOTIIIﬂIII'-IeCKIIIX MapKepoB Ha K/IOHaJIbHbIX MJ1a3MaTU4YeCKNX KneTKkax

y NaLMeHTOB C Pas/INYHbIMM NNa3MOK/IETOUHbIMA HOBOOGpa3oBaHUAMM

Expression of immunophenotypic markers on clonal plasma cells in patients with various plasma cell
neoplasms
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Y nauynMeHTOB C CUCTEMHbIM aMWUIOMAO30M BbIsIBlIeHa Bblpa)keHHaA rmnonpoTenHe-
MUA: MelaHa ypoBHsA obuero 6enka coctasuna 55,0 r/n (gnanasoH 45,4-70,0 r/n), uto
[LOCTOBEPHO HMXe, yem B rpynne gpyrux MNH (megraxa 76,0 r/n; ananasoH 40,0-97,0 r/n;
p<0,001). laHHOe CHMXeHMe accoLMMPOBaHO C HepPOTUYECKMM CUHAPOMOM U HapyLue-
HVeM cMHTe3a 6enka, TUNWYHbIX AJ18 CUCTEMHOMo amunongosa.

YpoBeHb |gG B rpynne amunongo3a Haxoauaca Ha HUXHeN rpaHnLe HOpMbl (MegmaHa
6,70 r/n; gnanasoH 1,69-15,66 r/n), HA y OAHOro NauueHTa He BblABAEHO MpeBbIeHnA
BepXxHeu rpaHmLbl Hopmbl. B rpynne apyrux MH megunana IgG coctaBuna 8,42 r/n, ogHako
cpefHee 3HauyeHune gocturano 13,07 r/n 3a cueT runepnpoaykunn y 6 naumeHTos (46,2%),
UTO YKa3blBaeT Ha aKTVBHYIO CEKPELMIO MOHOKNOHaNbHOro MMMyHornobynuHa (p<0,05).
JTO oTpaxaeT pa3nnuma B NaTTepHe cekpeLun: Npyu ammionao3e npeobnagaer Nnpoaykx-
uua ceob6oHbIX Nerkux uenen, Torga kak npu gpyrux dopmax MNH — yenbix ummyHornoby-
nnHoB Knacca IgG.

YpoBHu IgA 1 IgM He NpoaemMOHCTPUpPOBanM CTaTUCTUYECKU 3HAUMMbIX Pa3Inuunmn
mexay rpynnamm (p=0,18 n p=0,82 cooTBeTCTBEHHO). Tem He MeHee Npu amunongose IgM
0CTaBasCcA B npefenax HopMbl y 60NbLUMHCTBA NaLMEHTOB, B TO BpeMs KakK B rpynne gpy-
rux MHy 23,1% BbifaiBNneHo pe3koe nosbiweHne IgM (>19 r/n).

Haunbonee 3HauMMble pa3nuuma oTMeueHbl Mo YPOBHIO [3,-MyKpornobynuHa. Y nauu-
€HTOB C aMUI0M030M MeamnaHa cocTaBunia 120,0 mr/n (auanasoH 2,3-3345,8 mr/n), uto
[LOCTOBEPHO MpeBblllaeT 3Ha4YeHUA B rpynne apyrux MNH (meguaHa 3,88 mr/n; gnanasoH
1,46-57,74 mr/n; p<0,001). OgHaKo 3To NOBbILIEHKEe OOYCNIOBNEHO NOYeUYHOW ANCPYHKL M-
e (CHMXeHneM KnyboukoBo GpunbTpaunm), a He BbICOKONW NponndepatMBHON akTUBHO-
CTbIO KJIOH3, UTO TpebyeT KoppeKuny Npu NHTepnpeTaLnmn CTagupoBaHUA N MPOrHo3a.

AHanun3 cBobofHbIX Nerkux Lenen nokasasn, uto yposeHb K-FLC 6bin goctoBepHO
Bbiwe B rpynne gpyrux MH (megnana 320,62 mr/gn npotus 137,3 mr/an; p<0,05), uto cooT-
BeTCTBYET akTnBHOW cekpeuun IgG/IgA. Mpu 3Tom A\-FLC 6bin noBbiLLeH Y BCcex naumeHToB
c amunomngo3om (meguana 89,5 mr/an), uto cornacyetca c npeobnagaHnem A-pecTpukuum
(75%) B 3ToM rpynne. B rpynne gpyrux MNMH nosbiweHHbINA A-FLC BbiABIEH ToNbKo Y 69,2%
nauneHToB.

AHanus oTHoweHnA /K NPoAeMOHCTPUPOBan A-AOMVHMPYIOWNIA NaTTepH Npuv amu-
nounpose N K-AOMUHMpPYOWNIA — Npy apyrux dopmax MNH, uto noguepKkrBaeT BaXHOCTb
FLC-ratio Kak KntoueBoro mapkepa anddepeHuUmanbHOM ANUarHOCTUKN.

MeTofom MMMyHOUKCaLMM GeNKoB CbIBOPOTKM KPOBWM MOHOKJIOHAsIbHbIA KOMMO-
HeHT 6bin BbiABNeH Yy 10 n3 11 naumeHToB (90,9%) € ccTeMHbIM amunongo3om 1y 10 n3
14 nauyuneHToB (71,4%) c apyrumn MNH.

Y NauMeHTOB C CUCTEMHbBIM aMUIoNA030M Npeobnagana A-cekpeuus: Hanbosnee YacTo
BbIABNANUCL IgG/\ n cBobogHble nerkue uenu A (FLC A). Y HeCKonbKnx nauneHToB oTMme-
yanucb IgA/A n IgM/A, uTo yKasbiBaeT Ha pa3Hoobpasune N30TUMNOB, CMOCOBOHbIX NPOAY-
LUMpoBaTb ammnongoreHHble Luenu. Y ogHoro naumeHta obHapy»keH ABONHON MOHOKO-
HanbHbIA KOMNOHeHT (IgG/A 1 1gG/K), uTo CcBMAETENbCTBYET O BMKNOHaNbHOCTU. Takxe y
OoAHOro naumeHTa BbiABneHbl FLC A n IgM/A.

Cpean nauueHToB ¢ apyrumm dopmamu MNMH npeobnagan K-4OMUHUPYIOLWNIA NATTEPH
cekpeuumu, npeactasneHHbin 1gG/K, FLC k n IgM/K. Y aByx naumeHToB BbifABneH IgM/k
C BbICOKOW KOHLeHTpauwmen (go 13,0 r/n), y ogHOro nauueHta obHapyeHbl ABa Manbix
M-KOMMNOHeHTa B ramma-dpakuuu.

MoppobHble XapaKTePUCTUKM MOHOKIIOHANbHOMO KOMMOHEHTA NpeaCcTaBfeHbl B Tabn. 2.
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Ta6bnuua 2

XapaKTepncTnka MOHOKNIOHaNbHOTO KOMMOHEHTa Y NALNEHTOB C CCTEMHbBIM aMWIONA030M

n apyrumn NMH

Table 2

Characteristics of the monoclonal component in patients with systemic amyloidosis and other plasma
cell neoplasms

Mokasarenb CuctemHbii amunongos (n=11) | Apyrue MH (n=14)
Yuncno nauneHToB ¢ M-KOMNOHEHTOM 10 (90,9%) 10 (71,4%)
Mpeobnagatowmin n3otun IgG/N, FLCA IgG/k, IgM/k
MepgunaHa KoHueHTpaunm M-KoMNoHeHTa ~14,5% ~12-16%
AGCONIOTHBIN YPOBEHb (MaKc.) 11,6 r/n (IgG/\) 13,0 r/n (IgM/k)
FLC KaK eAUHCTBEHHbI KOMMOHEHT 5 naumeHToB 3 mauuneHTa
[BoHoN M-KOMMNOHEHT 1 naumeHT 1 naumeHT

B OBCYXIEHUE

HacTtosLyee nccnegoBaHue AeMOHCTPUPYET CYLLECTBEHHbIE PA3NINUNA B KONIMYECTBEH-
HbIX 1 UMMYHOGEHOTUMMYECKNX XapakTepucTrKax MK y naureHToB ¢ pasnuyHbiMu dop-
Mamu MH, Bkntouasa cuctemHbin ammnongos, MM n gpyrue MNH.

OpHoOM U3 KioYeBbiX HAXOAOK ABMSETCA 3HAUMMO MeHblUas [ona KnoHanbHbIx MK B
KOCTHOM MO3re Y MauMeHTOB C CUCTEMHbBIM aMUIona030om (MeanaHa 2,5%) no cpaBHeHMo
¢ MM (20,6%, p<0,001). 3TOT pe3ynbTaT cornacyerca C nMTepaTypHbIMU AaHHbIMU, YKa-
3bIBAKOLWMMY Ha TO, YTO CUCTEMHBIN aMUIONA03 YaCcTO acCOLMMPOBAH C MasbiM, HO 61o-
NOrMYEeCKM arpeccmMBHbIM KIOHOM, CNOCOOHBIM MPOAYLIMPOBaTb aMUIIOMAOTEHHbIE NErkre
uenu UMMyHOrNO6yNMHOB. HecMOTpsA Ha MMHUMaNbHOE KOCTHOMO3rOBOE BOB/IEUEHNE,
NaToONOrMYeCKUN KNeToYHbI KJIOH Mpu aMmunonaose obrafgaet BbiCOKOW CEKPETOPHOM
AaKTUBHOCTbIO U CMOCOGHOCTBIO K SKCTPaMeayspHOMY NOBPEXAEHVIO OPraHoB.

Ocob60e BHUMaHVe NPUBEKAET N30TUMMYECKaa PecTpuKLms: y 75% naLmeHToB C amu-
NIOMA030M BbisiBfiEHA A-Lienb, B TO BpeMs Kak npu MM npeobnagana k-pectpukums (74%).
3T0 COOTBETCTBYET AaHHbIM KPYMHbIX KOFOPT: CUCTEMHbIV aMUIIOMA03 Yalle accoummpo-
BaH C A-KNnoHamMu (cooTHoLleHre Ak = 3:2), Toraa Kak npu MM npeobnagaet K-tvn (=2:1).
MpeobnagaHue A-pecTpUKUUN NPU aMUIoNa03e MOXKET OblTb CBA3AHO C MOBbLILEHHOW
CKINOHHOCTbIO A-Lieneli K KOHGOPMALUMOHHBIM N3MEHEHUSM U GOPMUPOBAHNIO aMUION-
HbIX rbpun.

AHanM3 UMMYHOGEHOTUMA BbIABUM COXPAHEHHYIO SKCMPECCMi0 MapKepoB 3penocTn —
CD27,CD56 n CD117 — y 60nbluMHCTBA NaLMeHTOB ¢ amunongo3om (85%, 85% n 75% co-
OTBETCTBEHHO). Bbicokana akcnpeccnsa CD27 npu aMmmMnongo3e MOXKET OTpaxKaTb OTHOCK-
TEeNIbHO 3pesioe COCTOAHME KIJIOHa, HECMOTPSA Ha ero MaToreHHy akTMBHOCTb. Bbicokas
yactoTa akcnpeccun CD117 Takke XxapaKTepHa AnA aMmUiIonao3a 1 MOXeT yKasblBaTb Ha
COXpaHeHVe CUrHaNbHbIX MyTel, CBA3aHHbIX C Nponudepauren 1 BbIXKMBAHEM KIETOK-
npeaLwecTBeHHVIKOB.

BakHO, uTO B rpynne Apyrux naa3mMoKIeTOUYHbIX HOBOOOpPA3oBaHUN (BKIOUaloLLen
MGUS, POEMS-cnHapoMm, Nna3mMoLuTOMy) BbisiBleHa 3HaUUTeIbHO 6ornee BbICOKas IKC-
npeccna CD19 (47%) no cpaBHeHMtO ¢ amunoungosom (10%) n MM (11%). CD19 — map-
Kep B-knetouHol nmHMmM, 06bI4HO Tepsaowminca npu guddeperHumnpoke B MNK. Ero coxpa-
HeHMe MOXET YKa3blBaTb Ha MeHee 3penblil UM UHoW NyTb AnddepeHUNPOBKN KINOHa,
UTO NOTEeHUMaNbHO MNo3BonseT AudbdepeHUMpPoBaTb 3Ty rPyNMy OT CUCTEMHbIX GOpPM.
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OrtcyTtcTBre skcnpeccun CD81 B atow rpynne (0%) TakKe MOXKeT ObITb AUArHOCTUYECKN
3HauMMBbIM, XOTA TpebyeT BepuduKaLm B 6osee KpynHbIX KOropTax.

Takum o6pa3om, couyeTaHMe HU3KOW KNOHaNbHOW Harpysky, npeobnagaHus
A-pecTpurKLmmM 1 coxpaHeHHow skcnpeccum CD27/CD56/CD117 MOXeT CNyXMTb UMMYHO-
beHOTUNNYECKNUM NATTEPHOM, XapPaKTEPHbIM AN CUCTEMHOFO aMmmunoungo3sa. B 1o e Bpe-
msA aKkcnpeccma CD19 n otcytcTBue CD81 moryT ObITh Mapkepamu gpyrux ¢opm nnasmo-
KNeToYyHoWN nponudepaunin.

MonyyeHHble faHHble MOAYEPKMBAIOT BaXKHOCTb KOMIMJIEKCHOTO MMMyHOdEHOTUMMYe-
cKkoro aHanu3a npu guddepeHumanbHon gruarHoctuke MNMH 1 moryT cnocobcTBoBaTh pas-
paboTKe ANarHOCTUYECKNX afifOPUTMOB, OCHOBaHHbIX Ha Npodusie sKCNpPeccMmn noBepx-
HOCTHbIX MapKepoB.

Pe3ynbTaThl nccnefoBaHNA NOATBEPKAAKT CyLeCTBEHHbIE Pa3nnuma B Gruoxmmunye-
CKOM npodune nauneHToB C CUCTEMHbIM amunongosom u gpyrumm MH. AL-amunongos
XapakTepr3yeTcsa HU3KUM YPOBHEM MOJTHOPA3MEPHbIX UMMYHOIN06YIMHOB, FMNONpoTe-
NHemMen N NoYeyHo-o0yCNOBNEHHbIM NOBbILEHMEM 3,-MUKPOrnobynnHa.

B 10 e Bpemsa naumeHTbl ¢ apyrummn dopmamu MH yalle 4eMOHCTPUPYIOT rnnepram-
MarnobynmHemMuio, BbICOKYto cekpeumto IgG v K-Lienemn, 4To COOTBETCTBYET K/laCCUYeCKo-
My TeyeHunto Ml HeAcHoOro reHesa.

Ocobyto fnarHoCTUYeCKy LeHHOCTb MMeeT aHanm3 cBOOOAHbIX Nerkux uenen u
FLC-ratio, no3BONALWMNIA BbIABUTb KITIOHANIbHOCTb Aake NPU HOPManbHbIX YPOBHAX LieNbIX
nmMmMmyHornobynmHos. NMpeobnagaHve A-pectpukuum n Bbicokuii A-FLC npu ammnnongose
MOTYT CNyuTb AnddepeHumnanbHO-AMarHoCcTMYeCKUMIM NPU3HaKaMu.

Takum obpa3om, MHTepnpeTauma nabopaTopHbIX MoKasaTeneln y nauyuentos c MH
[OJIXKHA YunTbIBaTb HO30M0MM0, GYHKUMIO MOYeK M naTTepH cekpeuun. KomnnekcHas
oLeHKa obLero 6enka, UMMYHOT06yNUHOB, B,-MrKpornobynuHa n FLC no3BonseT nosbl-
CUTb TOYHOCTb AMArHOCTMKM 1 N36eXKaTb OLWMOOK NpK CTagUpPOBaHUN U Bbibope Tepanuu.

Bblcokasn yacToTa BblIBNEHMNA MOHOKNOHANbHOIO KOMMOHEHTa Y NaLMeHTOB C CUCTEM-
HbIM amunongosom — 90,9% — npeBbilaeT TUNUYHbIe NUTepaTypHble AaHHble (60-80%),
UTO MOXeT ObITb CBA3AHO C BbICOKOWM UYYBCTBUTENIbHOCTbIO MeTofa UMMyHObUKCaumum 1
TLWaTeNIbHbIM OTOOPOM MaLNEHTOB.

WNHTepecHo, uTo y 0HOro NaumeHTa BbifiBNieH ABONHOM M-komnoHeHT (IgG/A n IgG/k) -
penkoe, Ho ONUCaHHOE ABNEHNE, KOTOPOE MOXET YKa3blBaTb Ha GBUKNOHaNbHOCTb NN KO-
cekpeuuio. Takne cnyyam TpebytoT TLaTeIbHOrO MOHUTOPKHTA, Tak Kak MOTyT accoLmMmpo-
BaTbCA € 6ornee CIOXKHbIM TeueHreM 3aboneBaHNA 1 3aTpyAHEHNAMN B Bbibope Tepanuu.

Y naumenToB ¢ apyrumm MNMH npeobnapaet k-cekpeuus, xapaktepHaa ana MM. Bbico-
KaA KoHueHTpauua IgM/k y aByx nauyueHToB (go 13,0 r/n) yka3biBana Ha Makpornobynu-
Hemuto BanbeHcTpema B cOYeTaHMM C KIMHUYECKMY NPOABAEHUAMU TMNEPBA3KOCTU U
HEBPONIOrMYECKUMI CUMITOMaMMU.

KnioueBoe pasnuuve mexay rpynnamu — QOMUHMPOBaHMeE A-Lenei Npu ammnnongose
n K-uenen npu apyrux NMH - umeet 60nblLOEe AMArHOCTMYECKOe 3HavyeHure. Mpu cnctem-
HOM amufionfo3e 4acTo HabnogaeTcs rMNonNPOTENMHEMUA MPU OTHOCUTENIbHO HU3KOW
KOHUeHTpauun 1gG, uTo MOXeT MacKMpoBaTb KJIOHaNbHY aKTMBHOCTb. B Taknx ciyua-
AX aHanm3 ceobogHbIx nerkmx uenen (FLC) n FLC-ratio (A/K) cTaHOBATCA pellalowmnmm ana
ANarHOCTUKMN.

Takum ob6paszom, MMyHODMKCaLMA BENKOB CbIBOPOTKM OCTAETCA KJIOUYEBbIM METOLOM
BepuduKaumm KnoHanbHocTn n anddepeHUManbHOM ANArHOCTUKN MIa3MOKNETOYHbIX

320 "Hematology Transfusiology Eastern Europe", 2025, volume 11, Ne 3



OpurnHanbHble nccnepoBaHmua. HayuHble ny6nunkaumm
Original Research. Scientific Publications “

HOBOO6pa3OBaHI/II2. OHa no3BonsaeT He TONbKO I/lﬂeHTVId)I/ILlI/IpOBaTb 301N, HO N BbIABUTb
CJIOXHble NaTTepHbl CeKpeunn, BKI4Yana [OBOVHbIE VN ONINTOKOHAsNIbHbIE KOMMOHEHTbI.
KomnnekcHaA oueHKa CbIBOPOTOYHbIX MapKepoB MNoBblWaeT TOYHOCTb ANArHOCTUKN U
CI'IOCO6CTByET 6onee paHHeMy Ha4vany ueneHanpaBneHHon Tepanunn.

B 3AK/THOYEHUE

HacTtoslee nccnegosaHme BbIABUIO CyLLECTBEHHbIE PA3NNUMA B OBMONOrMYECKNX, M-
MYHOQEHOTUMMNYECKNX U BUOXMMUYECKMX XapaKTEPUCTUKAX M1a3MOKJIETOYHOTO KJIoHa
npu pa3nnyHbix MNMH Ha aTane gebtota 3a6oneBaHnA. Y NaLUMEHTOB C CUCTEMHbBIM aMUTON-
[,030M BbIAIBNIEH XapaKTepHbI/i NAaTTePH: HNU3KaA KNOHaNbHaA Harpy3ka B KOCTHOM MoO3re
(MegmaHa 2,5%), npeobnagaHue A\-pectpukumm (75%), coxpaHeHHasa 3KCNpeccus Mapke-
pos 3penoctu (CD27, CD56, CD117) 1 BblcOKMIA ypoBeHb A-cBoOOAHbIX nerkmx uenen (FLC)
npu rMNonpoTeNMHEMNUM 1 NOYEYHO-00YCNOBIEHHOM MOBbIWEHUN [,-MUKPOrNobynuHa.
TN 0COHBEHHOCTY BbIABAAIOT Masiblil, HO BUOIOFMYECKN arpPecCcUBHbIN KIIOH, CNOCOBHbIN K
3KCTpamMeyniapHOMY NOBPEXAEHNIO OPraHoB.

Y naumeHToB e ¢ MM oTMeuvaeTca BbICOKasA K/IOHaNbHasA Harpyska (Megunana 20,6%), go-
MWHUPOBaHUe K-pecTpukLmn (74%) v runepramMmmarnobynmHeMus, 4To COOTBETCTBYET akTWB-
Hol nponundepaLnn 1 ceKpeLmm Lenbix UMMYHOrno6ynnHoB. Y naumeHToB ¢ agpyrumu ¢op-
mamu MH (ekntouaa MGUS, POEMS-cuHgpom, nnasmoLmnTomy) BbisiBIeHbl FeTeporeHHble nat-
TepHbl cekpeuuy, BKnouasa IgM/k-cekpeTnpyiowme GopMbl, a Takke BblCOKas aKcnpeccus
CD19 n otcyTcTBME CD81, UTO MOXET YKa3biBaTb Ha MHOW NyTb AnddepeHUPOBKN KTOHOB.

KnioueBbiMU, AUArHOCTUYECKM 3HAUNUMBIMIN MapKepamu ABAAIOTCA: M30TUM NErKNX Le-
nen (\-gOMMHMpPOBaHKeE NpY ammnnounaose, K-JOMUHMPoBaHue — npu MM), yposeHb FLC
n FLC-ratio (M), akcnpeccna nmmyHodeHoTUNMYecknx mapkepos (CD27, CD19, CD81),
naTTepH cekpeLmm npm MMMmyHodmrKcaLun.

MonyyeHHble faHHble NMOAYEPKUBAIOT, UTO MHTEpnpeTauma nabopaTopHbIX NOKasa-
Tenew JOMKHA yunTbiBaTb HO30M0MMI0, GYHKLMIO MOoYeK 1 buonornyeckne ocobeHHoCTH
KnoHa. KomnneKkcHasa oueHKa CbIBOPOTOUHbIX M KOCTHOMO3rOBbIX MapKepoB No3BosseT
NOBbICUTb TOYHOCTb ANArHOCTUKN, N36eXaTb OWMOOK NPU CTagMpPOBaHUK 1 BbIbpaTb Lie-
neHanpaeneHHyto Tepanuio. ccnegoBaHme AeMOHCTPUPYET BO3MOXKHOCTb BblAeNleHnA
cneundUUHbIX UMMYHOXUMUYECKUX U UMMYHOGEHOTUNNYECKKX NAaTTEPHOB, KOTOPbIE MO-
ryT 6bITb NONOXKEHbI B OCHOBY anroputmos anddepeHunanbHON ANarHoCTUKKU Nias3mo-
KNETOYHbIX HOBOOOPa30BaHWIA.
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