HOBOCHUBUPCKHUI TOCYJIAPCTBEHHBI MEIUIIMHCKNI YHUBEPCUTET

TNODPEPEHIIUAJIBHASA
JTINATHOCTUKA MOHOKJIOHAJIBHBIX
TAMMAITIATUHA

MuoxecTBeHHass muesaoma. bojsiesus Baabaencrpema (mMmMyHouuToma). CoBpeMeHHbIE
KPUTEPUM JUATHO3A U CTAHAAPTHI JiedeHusi. TapreTHasi repanus MHOXKEeCTBEHHOM
MHUEJIOMBI (CrienupuyecKrue HHrHOUTOPbI Nporeacom, aHTH 1L.6-MOHOKIIIOHAIbHBIE

aHTHUTeJIA.

Jekuus 1js cryaeHToB VI Kypca jgeuedHoro gaxkyiabrera



Heap Jekuuu

- pacCMOTPETh BONPOCHI KIMHHUYECKOM KapTHHBI,
AAArHOCTHUKM, TU(PPEPECHIMAIBLHOIO JUarHo3a u
TEpAITMU MOHOKJIOHAJIbHBIX TaMMararuu



3agaum JeKIuu

PaccMOTpeTh onpeAeIeHuE U KIIaCCU(PUKALTUIO
MOHOKJIOHAJIbHBIX TaMMallaTuu

J1aTh MOHATHE MOHOKJIOHAJIBHOIO MIMMYHOIJIOOY/INHA U
METOJIOB €r0 JUArHOCTUKHU B KPOBU U MOYE

M3y4nTh aaroput™ J1a0OpaTOpHON TUArHOCTUKH U

i epeHIMAILHOIO UarH03a MOHOKJIOHAIBHBIX
raMmmarnarum

PaccMOTpeTh COBPEMEHHBIE KPUTEPUU JIMATHO3A
MHO>XXECTBEHHOW MHEJIOMBI U 00JIe3HHU BanbaeHcTpema
[lonyduTts nipecTaBICHUE O COBPEMEHHOM TEPAITUU
MOHOKJIOHAJIbHBIX TaMMallaTuu



MOHOKJIOHAJIbHBIEC TAMMAIIATUU
(mapanporeMHEeMUHN) —

HEOAHOPOAHAA I'PpyIna 3a001eBaHUM, AJIs1
KOTOPbIX XapaKTEePHA MOHOKJIOHOBAS
npoJaundepanua KiaeTok B-1umdouaHoro psaa,
CEKPEeTUPYIIUX MMMYHOI100y IuHBI (Ig).



Oc00eHHOCTHh MOHOKJIOHAJIbHBbIX
raMManaruy - NPOAYKIUSA
HATOJOrHYECKOI0 MOHOKJIOHAJIBLHOTO
NMMYHOTJIO0YJIMHA HWJIM (PparMeHTOB ero
MOJIEKYJ (mapanporerMHa ujan M-
rpajiueHTa), KOTOPbIN onpeaeasiercsa B
CHIBOPOTKE KPOBH U MOYe.



Buasl mapanporenHoB

/' Iouanast moJiekyaa Ig ro6oro kiaacca IgG, IgA,
IgM, IgD, IgE, copep:kainas Jierkyrw K- Uid A-
enb

/' U3meHeHnblii Ig

/' N301upoBaHHbIE JerKUEe K- WJIH A-Lelu
NMMYHOIJI00yJJUHOB (0es10K beHc-/I:)koHca)

/' N30,1MpoBaHHbIe TSKeIbIe Henu
UMMYHOIJI00yJIMHOB

Tounas crpykrypHast vaeHTu@TKaAnua M-
IMPOTEMHA YCTAHABJIUBACTCHA C MOMOUIBIO
HUMMYHOJJIEKTOpOo(ope3a



Uccaenopanue M-rpagueHra ¢ moMoIb0 MeToaa
UMMYHO(pUKCATUHT

napanporeun Ig-npupoabl

SP /G f

-

-

f

MOHORJIOHAQJIBHE

Immuno fixation aHTulg aHTHTE]




Kiaaccupukanuss MOHOKJIOHAJbHBIX TaAMMaNaTHum

JloOpokavyecTBEHHbIE MOHOKJIOHAJIbHbIE TAMMAIIATHH :

1. KJIOH KJETOK, CEeKPeTHPYWIIMX NapanporeruH, He
nposugepupyer;

2. yBeJanveHus NPOAYKUHUHA AHOMAJIBHOIO 0eJIKa HeT;

3. KJIHMHHUYECKHE CUMIITOMBI OTCYTCTBYIOT.

3/10Ka4YeCTBEHHbIE MOHOKJIOHAJbHbIE TAMMAIIATHH :

1. OeckoOHTpOJILHASA npoJjudepanus JIAM(POUTHBIX
KJIETOK-IIPOAYIUEHTOB NMapanpoTenHa;

2. HapacTaHue TUTPA MOHOKJIOHAJbHOTrO Ig;

3. HAJIN4YMe KJIUHUKH.



JloOpokayecTBeHHbI€ MOHOKJIOHAJbHbIE
raMmManarTuu:

A. JloOpokayecTBeHHAasi MOHOKJIOHAJbHAsI raMManaTrus
HesICHOTO  reHe3a  (3CCEHUHAJIbHAs, HEU3BECTHOM
NPUYUHBI):

1. HeT KIMHUYECKOU CUMIITOMATHUKMU;

2. mapanporevH BbIAABJIACTCH NMPU UMMYHOJJIEKTpodopese
y HPAaKTUHYECKM 3A0POBBIX Jull (B Bo3pacte >70 jer y
3-6%);

3. HCKJIOYEH BTOPUYHBLIN XapaKTep raMManaTum.

b. BropuyHbie MOHOKJIOHAJIBHBICE TraMManmarTum -
BO3HMKAKT HA (poHe psijia 3200/ 1eBaAHMIA:



IIpUYHUHbI BTOPMYHBIX MOHOKJIOHAJIbHBIX
ramMmmMamnaTmun:

1. CucremHble 3a00/1eBaHNsl COeAUHUTEIbHON TKAHU U
ayrouMMyHHbIe 3a001eBanusi: CKB, PA, 0-ub Illerpena,
0-ub KpoHna, ckiepoaepmusi, ayTOMMMYHHAas
reMOJINTHYECKAS aHEMMSA, XP. AKTUBHBLIA I'eMaTUT H AP.

2. HNupexkuuoHHBbIEe 3a00/1eBaHUs: TYyOepKyJe3, OakTe-
puaiabHbie uHpexkuuun, CIIMA, IMB, poxa, BUpyCHBIN’
rernarur, MUKOIJIA3MEHHASA THEBMOHUS).



3. UMmyHOae(MIIMTHBIE COCTOSTHUSA C TUCOATAHCOM

T- v B-3BeHbeB HMMYHHOU CUCTEMBbI:

A. IlepBuuHbIe:

cuHApoMbl Buckorra-Oaapuya, /lu-1'eopra u apyrue.

b. Bropuunsbie:

BO3pPAaCTHbIE
BbI3BaHHbI€ HMMYHOAENpPecCaHTaAMH

CONYTCTBYIOLIME OHKOJIOTHYECKHUE 3200J1eBaAHUSI
HeJUMM@OUTHOW NPUPOAbI (PAaK TOJCTOM KHIIKH, PAK
MOJIOYHOH 3KeJjIe3bl, PaK MPOCTAThI)



JHAOKPUHHBIC 3200/1eBaHus (TrHIIEpIapaTHpPEo03)
IlepecTporika UMMYHHOU cucTeMbl mocjae 'KV
AHTMIeHHAas1 CTHUMYJSIIAS B PaHHEM OHTOIeHe3e
(BHYTpuyTpOOHasi HH(EKI M)

Koxknbie 3a001eBanus (IICOpUa3, KpaluBHUILIA,
CKJIepoaepMa)

CocTosiHMA MocJIe XUMUOTEPANIMU U JIYY€BOI0 JICUCHUS )



3J0KAYeCTBCHHBIEC MOHOKJIOHAJILHBIC
ramMmmMamnaTumn

e MHOKeCTBEeHHAsi MHEJIOMA

e Makporio0yiaunemus BajabaeHcrpema
e CosMrapHas Ij1a3MouuTOMa

* HexomkknHCcKas JuM@poma

* XpPOHUYECCKUH JTUM(POJICHKO3

* bojie3HM TSKEJIBIX Henen

e [lepBHYHBIN AMUJIOUT03



Juaznocmuka MOHOK/10HAIbHBIX
cammanamuu
CuHapom 0eJIKOBOM NMATOJIOTHHU:
e [IapanporennemMus (marojgorundeckum Ig -
M-rpaaueHT) npu 3jaekrpodopese 0eJIKOB

e luctiporenHeMusi (CHUKEHHUE COAECPKAHUSA
HOPMAJIBHBIX Y-IJI00YJIMHOB)

e YckopenHoe CO3J



AJITOPUTM JTHATHOCTHYECKOI0 MOMCKA

T CO39 —> OnpenesieHue ypoBHA 0.0ej1ka U 0.(ppakumii

OnpeaesieHue mapanpoTreuHa
(M-rpagueHTra) B CbIBOPOTKe
KPOBH U MOYe

CKPUHHUHT

OoOnapyxenue M-rpaaueHra OrcyrcrBue M-rpaaueHra
B CHIBOPOTKE KPOBH B CHIBOPOTKE KPOBH

|

AHeMHH, ypeMHUYECKHe COCTOSTHUS,
ramMmmManarTus CI, Hedpo3bl, HHPEKIMOHHbIE U
BOCHAJIHTEJIbHbIE IIPOLECCHI
0epeMeHHOCTh U JP.



AJITOPDUTM 1IN CPCHIMNAJIBHOI'O IMATI'HO3A
MOHOKJIOHAJbHBIX TAMMAaIlaTUH

JINTHYECKHUX 09aroB MOPasKeHUsl B KOCTSAX He 0OHAPYKEHO
Conep:xanne ILn.kaeroxk B KM <10%

Hu3kuii ypoBeHb MOHOKJIOHAJBLHOIO Ig B chiBOpoTKe (IgA<201/01,
a IgG< 35 /1) B moue 0esiok benc-/I:xxonca < 1r/a
OTCYTCTBYHOT KIMHUYECKHUE MPOABJICHUA 3200/ 1eBaHUSA

4

MOHOKJIOHAJbHAS TAMMAIIATHS HESCHOI'0 I'eHe3a
Y

J{McnancepHoe HAOII0AeHNE U esKeMeCAYHbIN KOHTPOJIb YPOBHSA
M-rpajineHTa = NpH CTAOMJIbHBIX MMOKA3ATEJsIX = UCCJIE0BAHHE
M-niporerHa NPOBOAAT KaKAbIe 6 MecsAeB

IIporno3 npu MI'HI" — xopoimuu, MmHOrHMe roabl HE
[POrpeccUpyer, JedyeHus He TpedyeT, HO CO BpeMeHeM BO3MOKHA
Tpancpopmanusa 8 MM




MHOKXECTBEHHAS MUEJIOMA
(boae3nb PycTunkoro-KaJiepa)

B-kiaerounas aumMdomMa, XxXapakTepusyoiieecs
KJIOHAJBHOM nmpoJu@epanuen B KOCTHOM MO3re, pexe B
IKCTPAMEAYVIAPHBIX 04arax, arulmu4YHbIX
IJ1A3MATHYECKUX KJIETOK, MPOAYUMPYHOIIMX
MOHOKJIOHAJIbHBIN UMMYHOIJ100yJaMH (IgG, IgA, IgD,
IgE) u/niau cB0o0OHBIE MOHOKJIOHAJBbHDbIE JIETKUE LenH
MMMYHOIJIO0YJIMHOB (K HJIH A )

ITo REAL kanaccupukanuu MM oTHOCHUTCA K
JUM(POUIHBIM ONYXO0JIHAM HU3KOU CTENECHHU
3JI0KAY€CTBEHHOCTH.



Kpurepuu nuarnoza MM
(Internationl Myeloma Working group 2015)

ILli1azMoKk/IeTOYHASA MHPUIBTPAIUA KOCTHOIO MO3ra
(mumazmouuToB >10%) u/mim NJIa3MoKJIeTOYHAA HHPUIbTPALMS B
OMONCUITHOM MaTepHaJie MOPAKEHHON TKAHU

MonoxkJjionanbubii Ig (M-npoTenH) Npu MMMYHOYJIEeKTpOdopese
(B Iu1a3Me WJIM MoYe, WJIH 00erX cpeaax), 3a HCKJIYeHUueM
HecekpeTupywinein MM

OnHo unim 0oJiee U3 HUKEINEPEeYUCICHHBIX U3MEHCHU,
CBAA3AHHBIX C IUIa3MOKJIeTOYHON uHpuasTpanuen (CRAB):

C (kanbuui) — runeprajgbuuemMus (yposeab Ca>2,65 MmmMoJib/i1)

R (moyeyHasi HEIOCTATOYHOCTH) — KpeaTHHUH > 177 MMoJIb/J1 WK
>2 mr/aJ.



Kpurepuu nuarnosza MM

A (anemusi) — Hb Ha 2 r/ny1 HMKe HUKHEH
rpasuubl HopMmbl Wik < 100 /.

* B (mopakeHust KOCTEH) — OCTEOJTUTHYECCKHE
oYarv WM OCTEONOpPoO3 B COYCTAHUMU C
KOMIIPECCUOHHBIMH IEPeJIOMaAMMU.

* O (Apyroe) — CMMITOMBI YBEJIUYCHUA BA3ZKOCTH
KPOBH, AMUJIOM/103, PeLIHINBUPYIOLIHE
O0aKkTepuaibHbIe HHpEeKIUHA (0oJ1ee 2-X IMU30A0B
B TeueHuH 12 mecsinen)



BeposATHBIN TMATrHO3

OauH niau 0oj1ee CMMIITOMOB
1. M-komnoneHnT> 30 /a1
2. M-kommnoHeHT <30 r/J1 + NOHMIKEHHOE COAePKAHUE
HOPMAJIbHBIX Ig
3. IIporennypust BJ (> 50 mr/i)

Mmueaoma benc-/I:xonca (BJ)
1. Haanuyue mi. Ki. B K/M.
2. | HopmaabHbIe Ig
3. ITapanporenHbl BHYTPH KJIETOK
4. Ilporennypusa BJ



Craguu MM 1no Durie & Salmon

Craausg 1
Kpurepumn:
YpoBenb remorsioonna < 100 r/a
YpoBeHb KAJBIHUSA B CBIBOPOTKE HOPpMAJIbHbIN Hiau < 10.5
mr/dJj
HopMajbHas CTPYKTYpPA KOCTEH MO JAHHBIM
PEHTIEHOrPAMMBbI MJIM 0YAI'd COJMTAPHOMN MJIA3MAIMTOMbI
Huskum ypoBeHs M-rpaaueHra
Yposenb IgG < 50 r/a
Yposens IgA <30 r/a
benok benc-/I:kxonca npu ’1ekrpodopese <4r B
CYTKH




e Ctanus 11

Iloka3areJin BbIllIE, 4YeM B 1 cTaguu, HO He
nocturarot 3Hadyenuu Il cragun.

e Ctagus 111

OauH uiau 0oJiee CAeAYIOMNX NPU3HAKOB:

— YpoBeHb reMorjioouHa < 85 r/iu
— YpoBeHb KaJblHUs B CbIBOPOTKe > 12 mr/dL
— MHoOkKeCTBEHHbIE MopaKeHus KocTel (0oj1ee 3)
— Beicokun ypoBenbs M-rpaaueHra
* YpoBens IgG > 70 r/a
* YpoBenb IgA > 50 r/a

— begok benc-/I>)xonca npu iiekrpodopese >12 r B
CYTKH



B.G.M.Durie, S.K.Salmon (1975)

Craauun MM
Cranng Kpearnnun Mennana [TponeHT nuil,
CbIBOPOTKH BBELKUB-THU UMCIOIIIHUX Bl B
MOYe
A <2 Mr/ma 56,3 mec. 11%
(< 177 MKMOJ1B/J1)
B >2 MIr/MJ 5 mec. 47%

(>177 MKMOJIB/1)



Makporio0yauHemusi Baabaencrpema:

B-MeskokieTouHas JuMdoma, cyocTpar OmyXoJiu - 3peJibie U
co3peBamolue JUM(POUIHbIC KJICTKH, IPOAYHUPYIOIINE
MOHOKJIOHAJILHBIN NPOTerH (MAKPOIJI00yauH) Kiaacca IgM;

KJINHUKA: JAM@ATECHONATHA, CIVIEHOMEerajausa, reMopparn4eckue
BbICHINAHUSA (BACKYJIUT + TPoOOUTONATHS), MOUYEBOUA CHH/IPOM,

B KPOBH - 20CONOTHBIN JUMGBOUMUTO3, aHeMHud (4aCTO U3-3a
AyTOUMMYHHOI'0 remMoJin3a), yeeaudyeHue COJ, B KOCTHOM MO3re
- JuMpounaHass HHPUIBTPALUS;

JAMATHO3 NMOATBEPKIAACTCH HAJTUYUEM Y 00JIBLHOIO €
yBeJUYeHHBIMU JIY M cesie3eHKM U Makporyiodyauna [gVi



Kiauanveckasa kapruna MI'11

Cunapom 0eJIKOBOI MATOJIOIUH — CBSI3aH C
CeKpenued MOHOKJIOHAJIBHOIO MapanpoTenHa
IJIA3MATHYCCKUMHU KJIETKAMHU U
JUMQPOIIAZMOIUTAMHU

OcTeo-MenyasspHbIA CHHAPOM — CBSI3aH C

MM EJIOMHO-KJIETOYHOU MHPUIAbTPAIIHEH
KOCTHOI'0 M03ra, KocTrer 1
BHEKOCTHOMO3IOBBIM PaCIpPOCTPAHCHUEM
OINMYXO0JIH



CuHapoM 0eJIKOBOU IMATOJIOT MU

KiimHn4eckue nposiBJICHUS:

/' C-M IOBBILIEHHOI BA3KOCTH KPOBH (rMIePBHCKO3HbIIi
C-M):BO3HHUKaeT npu mueaome A (1 IgA)
-HApYyUHIeHHMe MUKPOUUPKYJIAUMHA (roJi0BHAsA 00J1b,

roJIOBOKPY:KEHUE , OHEMEHHE, CJIA00CTh B PYKax U
HOTrax, TPO(PUYESCKUMHU U3MEHCHUSIMHU KOKH)

-CHH?KCHHUC OCTPOTHI 3PpCHUA, MCJIbKAHNC MYIICK MCPCI
INiIa3aMH

-reMopparu4eckKui ¢-M (KpoBOTE€4YE€HHUS U3 CIU3UCTDBIX,
leTexruajbHble KOKHbIE FeMOpparndecKue Chbimm)

/' Mapaammionno3 y 15% nanueHToB (OpaKeHHe
OpPraHoB, 00raTbiX KOJJIAreHOM) — COCY/Abl, MbIIIIIbI,
AepMa, CYX0:KHJINS, CYCTABBbI.



OcrTeo-MenyasspHbIA CUHIPOM:

CHvHIApPOM HEAOCTATOYHOCTH HOPMAJIBLHOIO
KPOBETBOPEHMS:

- AHemus (mjaasMokJeTouHass MHpuiabTpanusa KM,
TOKCHYeCKOe BJIUSIHUE NPOAYKTOB a30THOI'0 00OMEHA NpH
MHEJIOMHOU HedponaTum B pesyiabrare passutusa XIIH,
CHMIKCHHUE MPOAYKIMH IHI0TeHHOT'0 3PUTPOIIOITHHA)

- TpoMOOUMTONIEHUA U JIEUKONEeHUA (P Pa3BePHYTOH
CTAJAMM NMPOLECCAa U3-32 BLITECHEHUSI KPOBETBOPHBIX
POCTKOB OIYX0JIeBOl TKAHbIO)

C-M HapyumieHHUsI MUHEPAJbHOI0 00MeHa:

-l unepkajabuuemMus (TOIMIHOTA, PBOTA, COHJINBOCTbD,
3aTeMHEHHEe CO3HAHMA)

-l unepkanbuuypust



IlporuBoonyxojeBaa repanusa MM

I. CTanpapTHasg XUMHOTEPaANUA

I11. Boicokogo3nasa I1XT + TanaemHuas
ATCK

111. JlyueBast Tepanus



Jleuenne MM

Y NoKMIBIX MANMEHTOB (cTapie 65 jier) Tepanuen
BbIOOPA SABJIAKTCA KYPChI ¢ MeJb(paJlaHOM:

e IIporokoan MP (Meabdanan+IIpe1Hu30/10H) +
Velcade nim

e KomOMHanuu nuxkiaodochana v JekcameTraszoHa
(Cy+Dex) + Velcade

e [IXT: M-2, VMCP/VBAP npu pazsutun
PE3UCTEHTHOCTH K Tepanuu | JuHun

* Y MOJIOABIX IAIIMEHTOB (MeHee 65 Jjier)
* PAD uiu VD + ayrosnornynas TCKK



IoaHas peMuccus:

1. OTcyrcrBHe mapanporeMHa B Mo4e/KpOBHU
ABAXK/AbI ¢ HHTEPBAJIOM 4 HelaeH

2. Uncao miasMounuToB B KOCTHOM MO3Ie
MeHee 5%

3. Hb - 6ou1ee 100 r/i (oTcyTcTBHE NOTPEOHOCTH B
reMoTpaHc@y3usx)

4.Ca KpoBM MeHee 3 MMOJIb/JI
5. N ypoBeHb KpeaTUHHHA
6. Het nporpeccun B crapbix ouarax



bopre3omud (Beakeiin)
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buosornyeckue 3ppexTnl OopTEe3oMHudA
(Beakeiina)

KneTouyHbIn
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NF-kB+lkB
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TaanaomMmua

CC-4047 (Aktumng ™)

NMMyHOMOAYJIATOPBI AHAJIOTH
Taguaomuaa (IMiDs)
Nurudupyror cexkpenuro TNF-a
Crumyaupyrot nposaudepanuro T-
KJICTOK, BbIPa00TKY IL.-2
Nurnounus MAPK curuajion

Nuruduposanue I1L-6 u BbIpadOTKY
(paxTopoB pocra Kiierok MM

PeryaupoBanue NF-kB

boJuee 3phekTUBHBI YeM TAJIUIOMU/ B
INleHannpomua (PeBnumua™) cynpeccun omyxos1eBoro pocra u
(CC-5013) AHTHOTeHe3a
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MHOKECTBEHHOU MUETIOMBI 51 00JIe3HU
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