Jlekuma 11
OnyxoneBble 3aboneBaHUs
CUCTEMbBI KPOBMU

XpPOHU4eckumne
numdonponudepaTtmBHbie
3aboneBaHus

Onyxonu n3 3penbix B-kneTok
Nnmaombl



APOHMN4YeCKue
numdonponudepaTnBHbIe

XpOHquCKMé@lﬁcPoq&WMﬂl Jég%)IEBaHMH

(XJ1M3) - rpynna 3aboneBaHnn, Bbi3BaHHAA 35I0Ka4eCTBEHHOMW
TpaHccopmMmauueun 3penbIiX TMMPOLUTOB, YTO NMPUBOAUT K
NHUNLTPaUnm NMM@aTn4ecknx y3anos 1 / nnm opraHoB u
XapaktepusyeTtca pasrnmmyHbiM KIMHNYECKUM TEYEHUEM U
NPOrHO30M.

* B aTy rpynny o6beanHsoT

e XpoHuyeckum numoonenkos (XJ11)

* BOJIOCATOK/ETOUYHbIU JIENKO3

e MHOXecCTBeHHY muenomy (MM)

e MakpornooynuHemuio BanbgeHcTpema

e numdcomy XoaxkuHa (J1X)

* HexoaXKuHckue numdombi (HXIT)

« 3aboneBaemocTtb XJ1M3 12 Ha 100 000, unn 70 % BCeX 3NO0Ka4YECTBEHHbIX
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XpoHuveckun numdoneunko3s (XJ1J1)

3rnoKavyecTBeHHOe KrioHaribHoe
numdonponudepaTtuBHoe @
3aboneBaHue, xapakrepusyrlLieecs 0 \ .
HaKomnfeHneM aTUNUYHbIX 3pernbix B- Ly
nMMdgpoLUTOB NPeuMyLLIeCTBEHHO B

KpOBU, KOCTHOM MoOg3re, &
numdaTtnyeckux ysnax, ne4yeHu un

cerie3eHke

MMMmyHOdbeHOTUN KNeTok CD5+, CD19+,

CD23+ XPOHUYECKNN NMUMEPONENKO3
ABNAETCA MPaAKTUYECKU

[eHeTuKa: Hen3ne4vMmMmbim

Tpucomus 12, 15-20% Me[1eHHONPOrpeccmpyroLwmm

del(13)(q14.3) 10-30% (MHOOMNMEHTHbIM) 3aboneBaHUEM.

feneuns 11922-g23, 11-18% CpenHasa NpooomKNTENbHOCTL

Heneuws 17p13 (p53) 7-8% XU3HM BOMbHBLIX COCTaBMSET 7 fer.

[lepecTponka IgH — VH1-69 60-70%



XpOHU4YeCKnu nmmopornemnkos
ANMAeMnornorms (Xnn)

e XPOHNYECKUN NMMPOIIENKO3 - CaMbll pacnpoCcTpaHeHHbIN BUA
XPOHUYECKOro Nenkosa n coctaBnaeT okono 30% BceX
NenKko3oB

« 3aboneBaemocTb — 3 Ha 100 000 HaceneHusd

* boneloT npenmyLecTBeHHO NOXUIble AU, N1K
BbIABNEeHUA NpnuxogmnTtcsa Ha 61-70 neT, y nuu Mmonoxe 40 net
bornes3Hb ABNSETCHA KAa3yNCTUKOW, Y IETEN HE BCTPEYaAETCH.
My>X4MHbI 6OSIEIOT B 2,2 pasa Yalle XXEHLLMH.

OTNONOTrNA

LInToreHeTnyeckn JokasaHa KroHoBasd npupoaa 3aboneBaHmsa u
POJib B €r0 BO3HMKHOBEHUM XPOMOCOMHBbIX abeppaumni.

[laToreHes

e OCHOBHOWM NATOreHETUYECKNU MEXAHU3M - pa3pacTaHune
nMMdonaHon TKaHW, YTo 00yCNOBMMBAET OCHOBHbIE



APOHUYECKUUN NTUMPOJIENKO3
KnnHunyeckue npoABrieHUA (Xnn)

3aboneBaHne BbISABNSAETCS cryyanHo. [lpu nporpeccmpoBaHmin onyxosnu
Hanbonee 4YacTbiMU KNUMHUYECKUMN CUMNTOMaMN ABIISAIOTCS
numdbageHonaTums, renatoMmeranus, cnieHomMmeranus, 6akrepuanbHble U
BUPYCHbIE NH(PEKLNMN.

TeueHne XxpoHn4veckoro MMMdobnacTHOro Nenko3a 4acTo OCHOXHAETCS
ayTOMMMYHHbIMM 3a0051IeBaHNAMU (FEMOSTUTUYECKON aHEMUEN,
TpombouunToneHmnen), NosiBNEHNEM BTOPUYHbBIX OMyXOnen.

OnarHocTnyeckue Kputepum

e abcontTHbIM NMMAQOLNTO3 B Nepmndepunyeckon kposm — bonee 5000 B 1
MKJT;

* IMMEPOLMNTO3 B KOCTHOM MO3re — boree 30%;

* UMMYHoOJIOrmdeckmnn doeHotnn — CD19+CD23+CD5+.

B-kneTto4yHasi KNOHaNbLHOCTb YCTaHaBNMBAETCA OOHAPYXXEHNEM PECTPUKLINN
nerknx uenem NoBePXHOCTHLIX UMMYHOIrNobynnHOB (K Inbo X).

Y 18% OornbHbIX BCTpe4YaeTcs aeneuns AfnHHOro nrievya XxpoMocomsbl 11.
OHa 3aTparmBaeTt MecTo pacnonoxeHusa reHa ATM (reHa aTakcum-
TeneaHrnaKTasumn), KOTopbl y4aBCTBYET B KOHTPOME LUKIa AeNeHUS KITETKMW.
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XpOHU4YeCKnu nmmopornemnkos

KapmuHa nepuqbepuqec‘mu

npeancrtaBrieHa HopmalibHbIM UMK HE3HAYUTESIbHO
NOBbILLUEHHbIM KONTMYECTBOM JIEUKOLIUTOB.

AHeMus n TPOMBOOLIMTONEHUS, KaK MpaBuIio, OTCYTCTBYIOT.

OCHOBHbIM remMaTonorM4eckmm nokasaTenem npm XPOHNYECKOM
NnMMdobrnacTHOM nenkose sIBNAeTca adCOoNTHLIU
nmmdpounTos.

B nenkouuntapHoun dpopmyrie Mopdonorm4ecku apernblie
nMmMmadounTbl COCTaBNAIOT OT 45 [0 95%, BCTpeYaloTCs
eAVHNYHble NpoNMMJOoLUnTbI, UMEET MeCTO OTHOCUTESbHaA Unm
abcontTHast HEUTPOMEHUS.

NnmdbounTtbl HeBOMbLUKME (7-10 MKM) C OKPYIMbIM S4POM.

[Tpn npuroToBneHnn maska Kposu numdoumntbel 6orsHoro XJJi
MMeIT TeHAEeHUUIO pa3pywaTtbes. OHU BbIrMaaaT
onpegeneHHbIM obpasom 1 HasbiBaloTcA F'ymnpexta-boTKkMHa.




XPpOHUYECKHUM JTUMPOIEHKO3



3pesibie TUMPOUUTHI ¢ HOPMAJIBHOM CTPYKTYPOl
XxpomaTuHa U TeHd borkuna - I'ymnpexra




Tenu borkuHa-I'ymnpexra




DOJIOCaAImMmORKJICINOYHDIU
BonocaTo-KneTqublﬂ%gp‘?nmﬁ BapuaHT

XPOHNYECKOro rieuko3a n3 XxopoLuo
anddepeHunpoBaHHbIX B-numdouunTos.

3aboneBaHne cocTaBnsieT 2% BCceX NMMAONOHbIX FTENKO30B,
BCTpeYaeTcd B Bo3pacTe OT 26 40 /5 neT, B 4 pa3a yawle y
MY>XUYUMH, YEM Y XKEHLLWH.

Npu knaccuyeckoun (nHaoneHTHou) chopme
BOJIOCATOKIETOYHOrO NenKo3a Havarno 3aboneBaHus
He3aMeTHoe, 20% DOMbHbIX HE UMEIOT KINacCUYECKNX
NPU3HAKOB B MOMEHT YCTaHOBIEHUA AnarHo3a, ogHaKko valle
BCEro BCTpe4akTcd cnneHomMmeranma n naHUMTONeHus,
3Ha4YUTENLHO pexe — renatomeranus, numdageHonaTus.

[MpeanonaratoT, Yto BKJ1 BO3HMKAET B pe3ynbsraTte
ManurH1u3auum maneHbKoro nyna B numooumMtoB B MOMEHT UX
aKTMBaumn aHTUreHHbIM cTumMynom. Becnencreuve
ManurHmusaunm KrneTka tepseT cnocobHOCTb K AanbHeuwemy



BosrocamoknemoyYHbiu
NunarHocTuka neaKO3

* KOCTHbIX MO3r HOPMO- UMM TMNEePKNEeTOYHbIU ¢ Anddy3HOU
numcponaHon uHdunsTpaumeun, HacTo passmBaetcs hnbpos,
NMPOLEHT «BONOCaTbIX» KINeTOK 3HaYNTeNbHO BapbupyeT (8-60%).

* B nepudepunyeckomn kpoBn —abCcosntoTHbIN TMM@POLUTO3, HENTPONEHUS
(arpaHynouunTos), MOHOLUMUTONEHMUS.

« Cpean numdoumnToB 0OHaPYXNBAIOT «BOFIOCATbIe» KNeTKU, 404
KOTOPbIX COCTaBMAET OT 2 A0 90% 1 6onee. 3To KNETKN CPEAHETD
pasmepa, C OKpYrfibiM, OBanbHbIM, MOYKOBUAHbLIM S4POM, FTOMOrEHHOW,
crnaeHHOW CTPYKTYPOM XpPOMAaTUHA; HYKMNeOrbl, Kak NpaBurio,
OTCYTCTBYIOT UM HEOTYETNMBLIE, LMTONNasmMa obunsHas, CBETSO-
ronybas, c otpoctkamu. IHoraa B umMtonnasme MOXXHO ODHapYXUTb
BaKyOnu.

* bonee yem B 90% criy4yaeB fieMKEMUYECKNE KITETKN NMEKOT PEHOTUN
3penbix B numcpouutos.

« Kak 1 Ha numdoumtax npu XJ1J1, Ha 3nokavyecTBeHHbIX Knetkax npu BKJI
onpenenarnTca NoBepxXHOCTHbIe VT pa3HbIX KnaccoB ¢ O4AHOW U TOU Xe
nerkou uenbto. Hepeagko ogHoBpeMeHHO onpeaenstoTca Ur scex 4
Kraccos.



[Touemy gaHHYO POpMY Nenko3a HasBanu BOS10CaTOKNETOYHOMN?
Takoe Ha3BaHWe NPOUCXOAUT OT «PBaHbIX» UMM «BONOCATbIX»
KpaeB PakoBOMW KNETKU, KOTopble BUOHbI NO4 MUKPOCKOMOM.
HakonneHne gaHHOro Buaa pakoBbIX KIETOK Npu 3TOM BUAe
nenko3a NpoucxoauT B KOCTHOM MO3re N Cerne3eHke.
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[TapanpoTenHeMun4yeckue

remMmoomnacrTosbil.
- onyxoJsiu cucmemsli B - numgoyumoe,

dupepeHyupyrowuecsi 0o cmaduu cekpeyuu
UMMYHO2J106ys1uUHO8 U npodyuyupyrouiux e
u36bIMOYHOM KOJslUYecmeae rnamoJsio2u4yeckKue
UMMYHO2J/1006YTUHbI

* OcobeHHOCTMH:

1) onyxoneBble KNETKM COXPaHAOT CNOCOBHOCTbL CUHTE3Aa U cekpeLnu Ig.
2) B-KneTo4Hble rnemnkossi.

3) OCHOBHOM CcyDCTpaT 3TOW ONyxosnn NpeacTtasneH numdgoumtamm n
nnasmMaTM4YeCKUMM KreTkamu,

4) Onyxonesble KNEeTKN CUHTE3NPYIOT NapanpoTenH, COCTOSALLMIA U3
TSKENbIX U NErknx uenen.
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[TlapanpoTenHeMnyeckKue

remMmoonacro3sbl.
NaToreHes.

OCHOBHOW OTNNYUTENBHON OCOBEHHOCTbI 3TUX
3aboneBaHnn ABNAETCA NPOAYKLIUS
MOHOKOHAaNILHOIro UMMYHornobynuHa (M-
KOMMNOHEHT, M-rpagneHT, M-npoTeunH,
naparpoTenH), KOTOPbIA 1 onNpeaenseTcd B
CbIBOPOTKE KPOBU U (M) MoYe.

Kaxxgbln MOHOKITOHaNbHbI MUMMYHOTOOYINH
npoayumnpyeTcs o4AHMM KNOHOM Mnria3aMaTUyYecKkmx
KITETOK.

MOHOKNOHanNbHaa NPoAYyKLUNA MOXET
XapaKkTepusoBaTbCA CUHTE30M CTPYKTYPHO
NOMHOLIEHHbIX MOMNEKYN UMMYHOII00ynuHa g,
dparMeHTOoB Ig nnn co4ETAHNEM TEX N OPYTUX.




[TonuknoHoBad MoHoKnoHoBas
rammanaTtums rammanaTtms
AHTUreH MyTaums
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[TlapanpoTenHeMnyeckKue
remo06s1acTo3bl

OCHOBHYI0 YacTb cocTaBngdert IgG. [Npn muernome y
BornbLUMHCTBA DOMNbHBIX MOHOKITOHANbHbIM CUHTE3 TSXKENbIX
Llenen Co4eTaeTcH C N30bITOYHBIM CUHTE30M JIETNKUX LIENEN,
KOTOpble BblAENATCA B MOYY U ABMAKOTCA OCHOBHOM
NPUYNHON HEPPOTOKCUYHOCTMN.

MoHoOKnoHanbHbIe nerkue uenu n3BecTHbl Kak 6enok
beHc-[1>xOHcCa.

Cekpeuus IgD BbISBNSETCA B 1-2% Criy4aes.

Munenoma c cekpeuuneu Ig M u Ig E BcTpeyaeTcs kpanHe
peako.

Oco0byto rpynny obpasytoT 605ie3HU TsKernbIX Lerneun, npu
KOTOPbIX MOHOKITOHarNbHaga NpoayKuua npeacrasneHa
CTPYKTYPHO AEXEKTHLIMU TSXKENBLIMU LENAMU, NULLEHHBIMA
NErknx uenemu.

YacTb napanpoTenHoB obrnagaeTt cBoMCcTBaMu
KpuornooynuHos: npu T HMxe 37C nx pacTBOPUMOCTb
yXyaLwaeTcs U oHM obpasytoT odbpaTtumblv npeuunuTaT B BUAeE
rens, XxmnonbeB U1 KpUCTarnmos.
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JlTabopaTopHasa ANarHOCTUKa
[TapanpoTenHeMn4yecKkux

remoon1acTo30B.

e 1) noBbiweHUe COI, KOTOpOE ABMAETCH
pe3ynsraToM yBENMUYEHUs rnodynmMHOBOM
dpakummn KpoBM 3a CHET MOHOKINOHASTBLHOIO Ig.

e 2) NOBbLIWEHNE YPOBHA 0bLlero 6enka
CbIBOPOTKM 3a CHET ppaKkLum rmodynnHoB.

* 3) CUHOPOM rMNEPBA3KOCTM.

* [1pn nogo3peHnn Ha Hann4ne NPoTENHEMUN
NPOBOAAT ANeKTpodopeTnveckoe
nccrnegoBaHne CbIBOPOTKU U
KOHLUEHTPMPOBAHHON MO4MU, a TaKxXe
onpenenaroT KONMMYECTBO Ig TpeX Krnaccos (G, A,
M).




JlTabopaTopHasa AnarHoCTUKa
napanpoTenHOB.

« PasgeneHune pacTtBOpPEHHbLIX OErkoB noa AeNCTBUEM
NOCTOSIHHOIO 3M1IEKTPUYECKOro Noss - 0enKkoBbIN
anekTpodopes. AnekTpodopeTnyeckoe pasgerieHne
HOPMaSibHOW CbIBOPOTKM YENIOBEKA B arapo3HOM rese
NO3BOSIAET BbIABUTL crneayrouwme dopakymun: npeanbsoymMmuH,
anbOyMuWH 1 5 rmoOynnHOBLIX 30H - al, a2, 1, B2uy (ee
doopmMupyeT B OCHOBHOM IgG).

 NMonukHonanbHbIE Ig OTNNYaloTCA pa3HOM NOABMXXHOCTLIO B
ar1. nore, NoaTomMy obracTb UX MUrpaummn npeacraBnseT
cobon wunpokoe ancdysHoe NATHO Oe3 YETKMX rpaHnL,

 MoHOKMnoHarnbHble Ig 06pasyloT, KaK NpaBuIio, Y3Kyto, Y4eTKO
orpaHM4eHHyro nonocy, HasbiBaemyo M-rpagmeHTOM.
IHTEHCMBHOCTbL OKpallMBaHUA KaXxgou 13 opakumnm
nponopunoHanbHa Konu4yecTBy benka, ee obpasyroLlero.
Kpome aToro konnyectBo napanpoTtenHa B Bonorm4eckmx



besikoBbIe ppakunu njaasMbl KPpOBU

cnioco® pasgenenns Oenkos Ha ¢pakumn — 3Jlempoq)ope3 (OCHOBAHHBLIH HA JABHIKCHHUH

JapsKeHHbIX  OCNIKOBLIX MAKPOMOIICKYJI PA3IMYHOIO MOJICKYJIAPHOIO  BeCa B CTALIMOHAPHOM
IEKTPHHEC KOM 110J1€).
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JlTabopaTopHasa AnarHoCTUKa
napanpoTenHoOB.

Albumin

! y
¢ Crycrox
K maxas kposs
Caeprysuuascd
Kposs Caisoporxa

Perpaxums crycrxa

Alpha, Alpha,

MaTonorna

AnbOymMuH
o -JIunonporenn (JITIBIT)
o,-I'IuKonpoTenH

) O, -AHTUTPHIICHH
o,-Maxpornodysiuu
FanTtoriodbun
[Tpe-B-nunonporent
Tpauncheppun
B-JTunonporeun
KomriemeHT

IgA

IgM

IpecansOymun 1gG




MoHoknoHoBas y-
naTus.
MOHOKIOHOBbLIN O6erokK
CbIBOPOTKU Npw
AEHCUTOMEeTpUM nocre
anektpodopesa Ha
arapo3Hom rene. Nk B
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[MapanpoTtenHeMmunyeckKkme remoos1acTos3bl.
Knaccudukauus.

1) MuenomMHas 6onesHb (NNa3mMmouuToMa, MHOXXecTBeHHasd muenoma ) — B-
KreToyHoe numdonponundepaTueHoe 3abonesaHne, XxapakTepuaytoLleecs
KITOHanbHOW nponudepaumnen B KOCTHOM MO3re, pexe B aKCTpaMeaynnapHbIX
ovarax, nfiasMaTUu4ecKuX KNneTok, CUHTE3NPYHOLLNX MOHOKMOHaNbHbIN
UMMYHOIrNoOynuH (1gG, IgA, 1gD, IgE) u/unu nerkue uenu (K, A).

Haubonee pacrnpocmpaHeHHasi popma (ee yacmoma cocmasrisiem 3:100 000 HacerneHus 8 200).
Haubonbwas yacmoma rpuxodumcsi Ha 8o3pacm 40-70 riem, 00UHaK080 Yacmo riopaxaem u

MY>XHYUH U >KeHWUH.

2) bone3Hb BanbaeHcTpema (MmakpornooynmHemmyeckum numdomartos) — B-
KNneTo4Hasa onyxorib, MOpCbOJ'IOFI/I‘-IeCKI/I npeancraB/ieHHada nMMMMTaMM, 3peribiMu
nJaa3MaTU4eCKMMM KNeTkamMum 1 nepexogHoiMn dpopmMamm KIneTok, CEKPETUPYHOLWMMN

MOHOKJTOHaNbHbLIN IgM.

Pedkoe 3abonesaHue. Exxe2c00HO peaucmpupyemcsi OKOMO 3 HO8bIX Criy4aes Ha 1 MIIH. HacereHusl.
CpedHul so3pacm oKorsio 60 riem. B eo3pacmHou epyrirne mosnoxe 40 niem 3aboregaHue
rnpakmu4ecku He scmpe4daemcsi. Heckornbko Yawe 6o51erom My>XYUHbI.

3) BonesHb TAXenbiX ueneun (6onesHb ®paHKINHA) — B-kneto4yHble
numdoaTnyeckme onyxosim ¢ reTeporeHHON KInMHn4eckom n Mopdonornyeckom
KapTUHOW N ceKpeuuen Taxenbix ueneun (H-uenun) pasnnyHbix Knaccos
MMMYHOTI06yNMHOB.

Uawe 0o 30 nem, 85% 6oribHbIX Xumerb baccelHa Cpedu3eMHO20 MOpPH.




MuenomMHasi 6os1e3Hb
(MHO>@XecmeeHHas1 MuesioMa)

MuenomHasa 6one3Hb — B-ksiemo4yHoe numgbonposiuchepamueHoe 3abosiesaHue,
Xxapakmepu3yroujeecsi KJIoHasibHOU riposiughepayuel 8 KOCMHOM MO32€, pexxe 8
3KcmpameodysNisiPHbIX 04a2ax, nja3mMamu4ecKuX KJ1emokK, CUHmMe3upyrouw,ux
MOHOKJIOHas/IbHbIU UMMYHO25106Y11UH (IgG, IgA, IgD, IgE) u/unu neakue uenu (K, X).

Cpe,El,I/I 3TUONornyeckmnx pakTopoB BbIAENAIT BUpPYyC repneca 8-ro tuna.

B natoreHese 3aboneBaHus 6onbLUYO Ponb NPUAAKT aKTUBUPYIOLLEMY AENCTBUIO
HEeKOTOPbIX LUMTOKUHOB, B YacTHocTu UJ1-6, kOTOpbIi noanepXxusBaeT
nponudepauuio nnasmaTMYeCcKMX KneTok U npeoTBpaLlaeT ux anonTos.

BbiknBaemocCTb U POCT onyxoreBblX KNeToK BO MHOITOM 3aBUCAT OT CTpOMalribHOro
MUNKPOOKPYXEHNA KOCTHOIo MOoara.

Apare3nsa MMeNnOMHbIX KIeTOK K BHEKNeTOYHOMY MaTPUKCY KOCTHOIoO Mo3ra c
NOMOLLbIO agre3mBHbIX Mosiekyn [CD44, VLA-4, VLA-5, CDlla, CD56, CD54 (ICAM-1), CD138,
MPC-1] nokanusyeTt onyxosneBble KNeTKU B KOCTHOMO3roOBOM MUKPOOKPYXXEeHUMN.

CuHaekaH-1 (CD138) perynupyeT poCT U BbIXXMBAEMOCTb OMyXOreBbIX KIETOK, a ero
NOBbILLEHNE B KPOBW KOPPENUPYET C NITIOXMM NPOrHO30M. Are3ns MUEnoMHbIX KIETOK
Yyepes cMHAeKaH-1 K KonnareHy akTMBMpyeT MaTPUKCHYHO MeTarnfionpotemHasy-1,
cnocobcTBys pe3opoLunmn Kocten U UHBa3UKU ONYXOJSIN.

Kpome TOro, Haxogsicb B TECHOM (PU3NYECKOM KOHTAKTE CO CTPOMaribHbIM
MUKPOOKPYKEHMEM KOCTHOIO MO3ra, MUENIOMHbIe KNETKN CeKPeTUPYHT LUTOKUHbI
(TNF-a, TGF-p, VEGF), KOTOpble B AanbHelweM CTUMYNUpYoT cekpeuuto UI-6
CTPOMarnbHbIMU KJNleTKAaMU KOCTHOIO MO3ra, Cnoco06CTBYS OCTeonuay.




OTNONOrns

W N

. MoHmnanpyowaa pagnaumns
. F'eHeTn4eckas npeapacnonoXeHHOCTb K pa3sutuo Mb
. UnToreHeTnyeckne HapyweHmna. Mytauma cynpecCcopHbIX

reHoB

. XpOHMYecKaqa aHTUreHHas ctumynauna B-numdounToB U

X TpaHcdopMauua B nnasMmaTnyeckme KrneTku ¢ nocreny-
loLLen npoaykunen napanpoTemHoB

. ANUTenbHbIN KOHTAKT ¢ HeddTENPoayKTamMun, OEH30M0M,

acbecTom

. HepoctatoyHaa akTMBHOCTbL T-ndp-CcynpeccopoB, UYTO

CnocobCTBYET HeEOrpaHNUYeHHoOU nponudepaunmn B-kneTok



MMMyHOXMMUYeCcKmne BapmaHTbl MHOXXEeCTBEHHOM
MUenoMbl

1. G-mmenoma 55-65%
2. A-mmenoma 20-25%
3. D-mmnenoma 2-5%

4. E-mmenoma

5. bonesHb nerkux uenen  12-20%
6. M-muenoma 0,5%
/. QuknoHoBble muenombl  1-4%



MuenomHasi 60os1e3Hb
(MHO>@XecmeeHHas1 MuesioMa)

 KnuHuyeckasa KapTuUHa: 0OCTeO4eCTPYKLUS MIOCKUX KOCTEN,
nonuHenponaTn, MmernomMHaga HedpponaTus ¢ pa3sBUTUEM MNOYEYHHOM
HeQOoCTaTOYHOCTU, pexe renartocnsieHoMeranug, nopaxeHue
nnmdbaTnyecknx y3nos, bakTepuarbHble U BUPYCHbIE NHPEKUUN,
remopparm4eckum CUHOPOM, KpMornodynmHemMunsi, ammnonaos.

OOHO u3 arnaeHkIX rposierieHUU 6onesHu — riopaxeHue
kocmed. [NopaxxkeHue Kocmel 8bisigriiemcs 8 suoe
0Cmeoriopo3sa, rnamorsioau4eckKux rnepesioMos.
Haubornee xapakmepHbl UBMEHEHUS1 8 KOCMSX
yeperia: Ha peHmeeHozpamme deghekmbl Kocmeu
8bI2s15105iMm KaK 6b1 U3beOdeHHbIe MOJIbIO.
[NosbiweHHOe codepxkaHue KarbUus 8 CbIBOPOMKE
Habrrodaemcs y Yacmu 60s1bHbIX U 06y Cr108/1€HO
yecurieHHou pe3opbuyuel kocmedl.

HapyweHue gbyHKyuU riodeKk — ornacHoe OCr/IoXXHeHuUe
MHOX€eCmeeHHOU MU€esIoMbI U 4acmo S8/151emcs
npu4uHou cmepmu 6orbHo20. MexaHu3m amux
HapyweHuu cesizaH ¢ npomeuHypueu beHc-[]xoHca u




MuenomHasi 60os1e3Hb
(MHO>@XecmeeHHas1 MuesioMa)

NuarHocTUukKa

B KOCTHOM MO3re nNpy MMENOMHOM 60Me3HN OTMeYaeTCcHd Na3MoKIeToYHas
MHPUNLTPAUMA C aHU3OLIMTO30M KINEeTOK U UX aaep, aHanaasmen n pasHom CTENEHLIO
3penocTtu. Npu MmmenomHon Bone3Hn B KOCTHOM MO3re BCTPEYalnTCs MHOrosepHble,
MHOroaosnbL4yarblie niaasMmaTuyeckme KneTku.

LinTonnaama kneTok MmeeT XOpoLUO pasBMUTYH 3HAOMNa3MaTUYECKY CETb, B KOTOPOM MOTYT
KOHOEHCUPOBATLCA UMM KPUCTANNIM30BaTbCsl MMMYHOTTIOOYTUMHbI B BUAE BKITHOYEHUI:

BUHOrpagHou rpo3au (knetok Motra), Teneu Paccena, Kpuctansnos.

lNoBbIWeHWe CKOPOCTU oceaaHnst IPUTPOLUTOB (B 70% CriydaeB), arperaumsa apuTpoLnToB
B Ma3sKe KpOBW B BUAE MOHETHbIX CTONOMKOB, KpMOrnobynnHeMus, rmnepkanbunemumst.
MOHOKNOHarIbHLIXN UMMYHOINOGYSTMH B CbIBOPOTKE KPOBM U/UIN MOYE, BbISBNSEMOrO Y
99% OOrbHbIX.

MoHOKIOHanbHbIN IgG BCTpeyaeTcs y 50%, IgA — NnpubnuantensHo y 20%, MOHOKITOHambHbIEe
nerkue uenu (6enok beHc-[xoHca) — y 15%, I1gD — y 2%, BuknoHanbHas rammanatna —y 2%
OONbHbIX.

I'Ipvl ONarHoCTuke MHO>XECTBEHHON MUENMOMbI BEAYLLNMU ABJTAKOTCA TPU KPUTEPUA:

1. Hann4ne bonee 10% NNasmaTUYECKUX KNETOK B MMenorpaMmmMme u(unm) nna3amoknetTovyHas
nHdunNsTpauus B buonTtare.

2. MOHOKIoHarnbHbIM r npn nMmyHoanekTpodgopese.
3. HanM4yne oCTeoSIMTUYECKMNX NopaXkeHnn ckeneta un (Mnun) anddysHbin OCTEONOPOS.




MuenomHasi 6os1e3Hb
(MHO>@XecmeeHHas1 MuesioMa)

B KOCTHOM MO3re BbITECHRAIOT Hopmanbnue
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Mazok HOPMAaJILHOI'O KPACHOI'O KOCTHOI'O Mazok KpaCHOI'O KOCTHOI'O MO3T'a ITPH
MO3Ta MHEIOMHO# 00Ie3HH



Knetkm MoTTa

MuerniomMHasi
60s1e3Hb
(MHO)>XeCcmeeHHa
s Mmuesioma)
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[10 HacTosLLEero BpemMeHun
MHOXXeCTBEHHas muernoma
ocTaeTcs 3aboneBaHueM,
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00 30% 60nbHbIX
OKa3sbIBaTCA NEPBUYHO
PE3UCTEHTHLIMU K
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KomnnekcHoe ncrnonb3oBaHue
XUMUOTEPANUU U CTEPOUAHBIX
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MaxpoanoGyHUHemun
Ba

MakpornooynuHemus anb,quCTp Ma -@ KJ‘IeTO‘-IHaFI OMNyXOorb,
mMopdoonornyecku npeacraBneHHas numdounTamu, 3penbiMm
nna3mMaTu4ecKNMmM KNneTkaMmn n nepexoaHbiMm hopmMamm KNeTok,
CEKPETUPYIOLLUMN MOHOKMOHaNbHbIN IgM.

Onyxornesas TpaHcopMaumda NPoMCcXoanT Ha YPOBHE
nocTrepMuHanbHbiX B-numdounTos.

MakpornobynuHemust BanbaeHcTpema coctaBnseT 1,5% Bcex cnyvaen B-
KIETOYHbLIX NTIMM@oM. bonelT npenmyLLeCTBEHHO MY>XUYMHbI cTapLue 60
ner.

UmmyHogbeHomun: onyxoneBble KNEeTKN SKCNPeCcCupytoT
NOBEPXHOCTHbIE U LMTONIasMmaTM4eckne MMMyHOrnooynmnHbel, 06bI4HO
lgM, B-kneTo4Hble aHTurenbl (CD19, CD20, CD22, CD79a), CD38.

LlumozeHemuka: B 50% cny4YaeB UMEOT MeCTO TpaHcrokauua t(9;14),
HapyLleHne COOPKN reHOB TSXKESbIX UMY NErknx uernen |g.



MakpoanobynuHemusi
BanbodeHcmpema

e PopMbI TEHYEHUSA: GeccMNTOMHas!, MEANEHHO
nporpeccupytowias (MpoaosHKUTENbHOCTL XXN3HM bornee 5 neT),
BbICTPO NporpeccupyoLas (4nUTeNnbHOCTbL XKXU3HM OKOOo 2,5 NneT).

e OcobeHHOCTbL boNe3HN — makpornobynMHEMUS — NOSIBINEHNE B
KPOBW 0COBbIX, TMraHTCKMX rNOBYMNHOB C MOMEKYSIPHBLIM BECOM
>1000000 AanbTOH, OTHOCALLMXCS K Knaccy IgM. B cbiBopoTke
MOHOKITOHarbHOro IgM >30 r/n.

e KapTuHa KpOBMW: aHeMus, NeikoneHns ¢ HeMTporneHnen,
nmmdoumnTos, 4acto MoHoUUTO3. [1o Mepe nporpeccupoBaHUs
borne3Hn HapacTaeT TpombouutoneHnda. COD Bcerga pesko
yBennyeHa.



KnnHnyeckne npoasneHna MB.

O6ycrnoeneHsbI nposnugepayuell IUMGPOUOHbIX 3/IEeMEeHMOo8 8 KOCMHOM
MoO32e, ne4yeHu, cesie3eHke, 1IUMghoy3siax U HaKOMJj1IeHUeM 8
CbIBOPOMKE KpOoB8U 8bICOKOMOJIEKYIISAPHBLIX IgM.

O6wue cumMmnmomabli: cnabocTb, NOTNNBOCTL, apTpanrumn, cybdebpunuTer,
noXyaaHue, KOXHbI 3y,

FenamocnneHomez2anus, numgadeHonamus.

emoppazuyeckuli CUHOPOM B pesyrnbTaTe runepnpPoTENHEMUN C PEKUM
NOBbILLEHMEM BSA3KOCTU KPOBU, 3aMeNeHNEM KpOBOTOKaA, TpoMbo3amMu, cTazamu u
paspbiBaMn MeSIKnX cocynos. B cBA3n ¢ PpyHKUNOHANLHOW HENOMHOLEHHOCTLHO
TPOMOOLMTOB, OKyTaHHbIX MydpTON Berka, HapyLuaeTcs
TpombonnacTnHoobpasoBaHue: N3bbITOK MakpornodynnHa brnokMpyeT remocTtas Ha
pasHbIX aTanax, MHrMbnpys pasnnyHblie akTopbl CBEPTLIBAHUS.

CuHOpoOM noebiweHHOoU 85I3KoOCmMU Kpoe8U (napanpoTenHemMuyeckas koma
Npu HapyLLEeHN KpoBOODpaLLEeHUS B apTepuonax 1 kanumnnsapax rorroBHoro Mosra).

MakpoeanobynuHemu4yeckasi pemuHornamusi (pacluMpeHne BeH ceTyaTky,
KPOBOU3NUAHUSA, OTEK COCKOB 3PUTENBHOIO HEPBA, OTNOXEHME Ha ceTvyaTKe
OernkoBbIX Macc).

CuHOpom HeAocmamo4YyHOCMU aHmMumen.
lpomeuHypusi beHc-[])xoHca.



MakpoanobynuHemusi
BanbodeHcmpema
JuacHocmuka

B kocTHOM Mo3re oTMe4aloTCs nponudepaums
nuMmdgounToB, NHorga ¢ nnasmaTu3npoBaHHOW LNTOMMNa3Mou,
yBeNin4eHue nnasmMmaTtuiecKnx KrneTok (00 15-20%), TyYHbIX
KINEeTOK.

[1pn rmcTonorn4eckom nccrieqoBaHnUmM KOCTHOro Moara
BbISABMNSAT ANDOIY3HYI0, MHTEPCTULNATTBHYIO UMK
napaTpadekynsapHyto nponudepaumio nMMgpoLmTOB,
N1a3mMoLUmnTOB N NX NepexoaHbiX dopm, prudpos CTPOMBI.
KapTnHa nepudpepnyeckon KpoBU XapaKTepu3yeTcs]
aHeMueu, Hepeako HabnogaeTcs nenKoneHus ¢
HeMTponeHuewn, HoO Yalle Konm4ecTBo NENKOLNTOB
HOpMaribHOE, MOXET HabngaTbCca MOHOUUTO3. 1o mepe
nporpeccupoBaHna 3aborieBaHns pa3BnUBaETCS
TpombounToneHnsi. CKopoCcTb OCegaHnda 3puUTPoLUTOB BCerga
PEe3Ko yBennyeHa. B cbIBOPOTKE KPOBM OTMEYAETCH
rmnepnpoTemHeMus, a Ha anekTpodgoperpamme — M-
rpagueHT Knacca IgM, B Mmoye — bernok beHc-[)koHca.




NunarHoctuka MB.

/ Mopdonornyeckoe \
AoKa3aTenbCTBO
npenmyLLecTBeHHO
KOCTHOMO3roBoro
numdonponudgepaTtuBHOro

\_ npouecca )

Anekmpoghope3 6esIKkoe cbLIBOPOMKU KpO8U U MOYU Ha bymaze
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Jinmpombi

Ilumchpoma — rpynna remaTtonorndeckmnx

3aboreBaHU IMMAaATUYECKON TKAHWN, XapaKTepPU3YHOLLMXCS
yBenuyeHnem numaarnyeckmx y3nos U/mnm nopaxeHnem
Pa3fNYHbLIX BHYTPEHHUX OpPraHoB, B KOTOPbLIX NPONCXOaNT
BECKOHTPONbLHOE HAKOMMEHNE «ONYXONeEBbIX» NMMMAOLINTOB.

[lepBble cMMATOMbI IMMMPOM — yBENn4eHne pa3smepos
nMMmdaTnyecKkmnx y3noB pasHbIX rpynn (LWenHbIX, NogMbILLEYHbIX
UM NaxoBbIX).

[1na numdpom xapakTepHO Hanmyne nepBUYHOro OMNyxosieBoro
ovara, nogobHO conMAaHbIM OMyXonsaMm (naTuH. solid-TBEpAbIN).
OpgHako nMMMd oMbl CNOCOOHBLI HE TONbLKO

K METACTa3npOoOBaHMUIO (KaK cCoONnMaHbIE OMyXonu), HO K

K AUMCCEMUHALINK NO BCEMY OpraHN3My O4HOBPEMEHHO C
doopMUpoBaAHNEM COCTOSAHUSA, HAaNoOMUHAIOLLLEro
NMMaOonaHbIN NEUKO3.

BbiaenatoT

1 rmianachoanayy ¥Xornwrvimida (nianachoarnauyv/maniatTn? )




JiInmdombi

 TepMMHOM HEXOAXXKUHCKMNe NMMdcp oMbl
0003HayvalT 40BOSILHO DOMbLUYHO rpynny IMMJom,
KOTOpbIE HE ABNSATCA 60Me3Hb0 XOMKKMHA
(NMM@orpaHynemMmaro3om).

* PelleHne o NpMHaaneXxHocTu NnMMdoMsbl K rpynne
HEXOMKKNHCKNX TMMMPOM nnu K 6onesHn XomKKmHa
NPUHUMAETCS NOCNe NMMCTONOrMYecKoro
nccriegqoBaHma obpasua bmoncnpoBaHHOMU
TKaHMW.

* Ecnn npm mukpockonmnyeckom nccrieqoBaHmnm
HaxoasT cneundunyeckmne anga oonesHn XooXKnHa
knetku bepe3oBckoro-LLtepHbepra-Puaa, 1o
CTaBAT AnarHo3 bone3Hn XomkkmHa. Ecnuv atu
cneunduyeckne KNneTkn He HaxoaaT, To MMM omy
OTHOCAT K rpyrnne HeEXOO4KKUHCKUX.



bone3Hb XooXXKuHa (numdorpaHynemarTos,
M)

3rnokadecTBeHHoe 3aboneBaHmne NMMAONIHON
TKaHW, XapaKTepHbIM MPU3HaKoOM KOTOPOro
ABMNAETCHA Hann4ne rmraHTCKux Knetok Pua-
Bepe3oBckoro-LLUTepHb6epra (RSCs),
oOHapy>xnBaeMbIX MNP MUKPOCKOMNYECKOM

nceregoBaHuUm NOpPaXeHHbIX NMM@aTnyecknx
fafipBponicxoaaT or B-numcouuntos, 30-50

R ST T
MKM 106 08% « o ¢ Poe 28, %% C 0 0
OBbINHO CD30" (Ki-1), CD15%, CDA5", CD1Y, CD20"  Mhaitty 5 messimisie gop fgits = &

BeposTHO Bbl3BaHa BUPYCOM IrnlUTEeUHa-
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bone3Hb XoOo)XXKnHa
(numdorpanynemaTtos, JII'M)

MaTtoreHes. OnyxonesbiM cybcTpaTom JII'M sBnatoTcs cneumuyeckme rmraHTCKue KIeTku ¢
O0SbYaThiM S4P0M M OrPOMHbLIMKU aapbiikamu Pua- LtepHbepra (bepe3oBckoro-
LLiTepHbBepra B oTe4ecTBEHHON NnuTepaType).

OTn KneTku B 80% Criy4aeB NPOUCXOAAT U3 3penbix, MearieHHo nponudenupyowmx B-
NnMMcoUUTOB 3apoAabILEeBOro LeHTpa ¢ponnmkynoB nMmMmcgpaTM4ecKkoro yana, yTpaTuBLUNX
CNOCOOGHOCTb K anoNTO3y U CUHTE3Y UMMYHOINOOYNNHOB.

OTU KNETKN ABNAKTCA MULLEHAMM ONA aTaku CO CTOPOHbLI HOpMarnbHbIX T-NMMEOUNTOB, KOTOpbIe
N coepXuBaroT onyxonesbin pocT. AcToweHue nyna T-numdounTtoB no mepe passutuna JI'M
conpoBoXxgaetca ocrabneHnemM KneTo4HOro MMMYHHOIO OTBETa U NPOrpeccupyoLmm poCcToM
onyxosnu. JINV cBONCTBEHHO pe3Koe YrHeTeHNe T-KNeToYHOro MMMYHUTETA.

AwarHos. [lnarHos JIM'M yctaHaBnunBaoT NCKNKYUTENBHO MOPEONOrM4YeCcKkn n cHnTatoT
O0Ka3aHHbIM TOSMbKO B TOM Cllydae, eciv Npu rmcTtonorm4eckom nccrnegosaHnmn HanaeHsol
cneundunyeckme knetkm Pua- LtepHbepra.

KnuHuka. [Npn Bcem MHoroobpasnm knuHmnyeckom kapTuHel JIMM nposiBnsieTca B OCHOBHOM
yBenu4yeHuem J1/y3noB. PacnpocTpaHeHHOCTb npouecca XxapaktepusyeTtca 4 CTagnsamu.,
XapaKkTepHbIX UIBMEHEHUI B N.KpoBU He Habntogaetcs. T.k. JITM conpoBoxgaeTcs yrHeTeHMeM T-
KNeTo4yHOro UMMyHUTETa, TO Hanboree YyacTo BOMbHbIE NOABEPXKEHbI BUPYCHBIM MHEKLUAM,
B NepBYIO oyepeab repneTuyecknum.

Tepanvm. nOﬂMXI/IMI/IOTepaI'II/IFl n stydeBad Teparnnd npoBogAaTCAHA B KOMOMHaUMN nnu
N301IMpPOBaAHHO N 3aBUCAT OT CTaaunn JIrM, YYBCTBUTEINTbHOCTU OMYyXOJ1nN K NNe4EeHUN0 1 Hanmn4mnA
peungunea. OTcyTCTBl/Ie 3aboneBaHua nocne 10 net nocne peMnccnMn MOXHO pacueHUBaTb Kak
nanevyeHune.



HexoaXXKUHCKUe NMM@OMbI

* HexooKKMHCKMe nnmMa oMbl ABNAKOTCA
reTeporeHHou rpynnou HeonnacTU4yecknx
3aboneBaHuy, NponcxoaaLmnx N3 UMMYHHOWM
CUCTEMbI. XapaKTepuctnukon nmmdoomsl
ABNATCA cTagua anddepeHUUPOBKU
KNeTOK, 13 KOTOPbLIX COCTOUT OMyXO0-b, U
XapakTep pocTa BHYTPU BOBJI€YEHHOrO
numdoy3ana (POonnMUKynapHbIN UNn

ONAOAY3HbIN).



ITUONorus HEXOOAXKUHCKUX
UHdeKUMNOHHbIe .rl M M*OM

Bupyc SnuwitenHa-bapp — accounmnpoaH ¢ numdomon BEpkntTa, NIMMAOrpaHynemMaTo3om,
donnNuKynNApHoON AeHOPUTHO-KNETOYHON CapKOMOW, SKCTpaHoganbHON NK-T-KNeToYHon NMMdomMon

Bupyc yenoseveckoro T-KNeTOYHOro 1Ienko3a — accoumMmpoBaH C T-KIeTOYHOW NTIMMAOOMOWN Yy B3POCHIbIX;
Helicobacter pylori — accounnpoBaHa ¢ MALT-NMMJOMON Xenyaka;

Bupyc repneca yenoseka 8-ro Tmna — accouumpoBaH ¢ nepsuyHomn adody3noHHON NMMmMoomMon,
MHoroueHTpoBoK 6one3Hbio KactiveHa;

Bupyc renatnta C — accounmmpoBaH ¢ IMM{POMOKN Cene3eHOYHON MaprmHanibHOM 30HbI,
numdonnasmMayutTapHon nuMmgomon, Andoy3HON B-KNETOYHOM KPYNHOKITETOMHON NUMMJOMON;

BUY-nHpekums.
Bo3peuncrtBue KaHLEpPOreHOB U MyTareHoOB

Pa3snTtuto numdom cnocobCTBYOT HEKOTOPbIE XMMUYECKME KaHLLepPOreHbl U MyTareHbl, B YaCTHOCTU
Takue, Kak nonuxnopunpoBaHHble budeHunsl (MXB) andeHnnrimaaHTouH (OEHNTOUH), ANOKCUH,
HekoTopble dEeHOKCU-reponumabl.

Takxe pa3BnUTUIO J'IMM(*)OM CI'IOCO6CTByeT anIéM LIUTOCTATUYECKUX XUMUNOMNPENAPATOB,
0COBEHHO ankuUNUpyrLnX npenaparos, BO3AENCTBUE VIOHM3VIQ¥I-O@,€I7I paguaiiin, B TOM HYUCIe
MeOAUUNHCKad fiydeBad Tepanni.

UmmyHocynpeccus

Pa3suTtunio nnmdom, Kak 1 Apyrux BUOOB 3roKkayecTBEHHbIX HOBOOOpa3oBaHuii, crocobcTeyeT
NPUEM UMMYHOCYMNPECCOPOB, B YACTHOCTM [MIOKOKOPTUKOWAOB, LIMKIIOCNOPUHA.

FeHeTn4yeckue 3aboneBaHusA

[MpeapacnonaratoT K pa3BuUTUIO IMMOM Takne reHeTudeckune 3aboneBaHusl, Kak CUHAPOM
Knanndgensrepa, cuHgpom Yeanaka-Xuracu, CUHOAPOM aTakCuUU-TeNeaHrnakTasnm.

AyTOMMMYHHbIe 3aboneBaHus

npeﬂ,paCl'IOJ'lO)KeHHOCTb K Pa3BUTUKO .I'IVIMCbOM CcOo30akoT TaKkKe Takne ayTOMMMYHHbIE 3aboneBaHus, Kak
cuHapom LlerpeHa, Tpodunyeckme s3Bbl, peBMaToOUOHbIN apTPUT, CUCTEMHAS KpacHag Bo14YaHKa.




HexoOo)XXKMHCKne numMmg oMbl

 KnunHunyeckasn kapTuHa. Hanbonee 4yacto B gebtote
3aborieBaHUA NOSBNSAETCA ONyXonb NMMdaTUYeCcKoro yana unm
nobown apyron riokannsaunn. Hacto cama onyxorsib He
BbI3bIBAET HN KaKMUX CYOBbEKTMBHbIX OLLYLLIEHUI Y DONBHOMO U
MOXET bbITb 0OHapyxeHa npu cryd4amHom ocmoTtpe. ObLias
cuMnTOMaTuMKa CKagbliBaeTcda N3 0ObIYHbIX 451 HEOMMAa3ui
cnadocTtu, NOBbLIWLEHHON YTOMSIAEMOCTU, CHNXKEHUN MaCCh
Tena. CneunpmyHOCTb ITUX CAMINITOMOB Mana.

e KaptunHa nepucepuyeckon KpoBmu 00bLIYHO MMeeT
MMWHMUMANbHbIE OTKSIOHEHUS OT HOpMaribHOU. HacTo y
BorbHbIX TIMMdoMOon HabngaeTcsa 303MHOUNKS.

* [lpun nccnegosaHunu npenapaToB KOCTHOIO Mo3ra 06bIYHO
onpenenderca HopMmarsibHbIN KNeTOYHbIM COCTaB, MHOI4A MOXET
NUMETb MECTO YMepeHHoe (OKOJ0 20%) yBeENMUYEeHne KonndecTaa
3penbix numdounTos. ['pu pacnpocTpaHeHnn onyxonu Ha
KOCTHbIN MO3r (lenkemMunsaumns) B acnmpare onpeaensatorcsd
KIeTKN MOPJOOSIOrMYEeCKM CXOXKKMe C KreTkamm nepBmnHHOro
oyara nMMM@OMbI.



HexoaXXKUHCKUe nMMMdoMbI

OoLwue cCMMNTOMBI:

BblCOKasi Temrnepartypa (Bblwe 38°C), NnpninHa e€ nosBreHns HenoHsATHa [cumnTom "B"]
HO4YHOE noTeHune [cumntom "B"]
noTtepsi Beca (6onblie 10 % 3a wecTb MecdaueB) 6e3 BuanmMoun npudnHbl [cumntom "B

YTOMMASEMOCTb, 00Last cnaboCcTb M COCTOSIHME "HUYErO He XO4eTCAa", OTCYTCTBME anneTuTa,
bonesHeHHOe camo4yBCTBUE

Cneundonyeckne CUMNTOMBI:

npunyxwue numMmdaTnyeckme yanbl: OHN He BONAT, X MOXHO NPOoLLYyNaTb, N OHU Kak Obl
crnasHbl mexay cobon (Hanpumep, B 0bnacTtu ronoebl, Ha Wwee, B NoAMbILLEYHbIX BnaguHax
nUnn B naxy)

Gonu B XXMBOTe, PAaCCTPONCTBO Xenyaka (MOXeT ObITb MOHOC UNK 3anop), pBOTa 1 NoTeps
annetuta. 3TN CUMNTOMbI NOSABMAOTCS, €CMNU B GPIOLLIHON MOMOCTU NOPaXKeHbl MMMAOoY3rbI
NN Apyrne opraHbl, HANPUMeEpP, Cene3éHka u NevYeHb

XPOHNYECKMNI KaLLieNb, OAbILLIKa: €CIN NOpaXKeHbl MMMAO0Y3rbl B rpyaHON
MONOCTK, BUNOYKOBas enesa u/unu Nérkme n abixatenbHble NyTn

0onaT KoCcTu U CyCTaBbl: eCI nopaxeHbl KOCTU

rOrIoBHble 6ONK, HapyLLUEHME 3pPEHNS, PBOTa HaToLaK, Napanny YepenHo-Mo3roBblX HEPBOB :
ecnuv nopaxkeHa LeHTpanbHas HepBHagd cucTema

YyacTble NMHEKLMM: T.K. CHUKEH YPOBEHb 300POBbIX BENbIX KINETOK KPOBU
OGnegHas Koxka: HU3KWIA YPOBEHb KPaCHbIX KNETOK KPOBU (aHEMMS)
CKITOHHOCTb K TOYEYHbIM KPOBOM3ITUSIHUSAIM Ha KOXe (NeTexmm): HU3KniA ypoBeHb TPOMOOLINTOB




HexoOo)XXKMHCKne numMmg oMbl

e NnarHocTtuka. [lnarHo3 nnmd oMbl OCHOBbLIBAETCH
Ha nccriegosaHnn mopdporiormyeckoro cyocrpara
onyxonun. O6bIYHO NCXOOHOW TOYKOM
OUarHoCTUYEeCKOro nomcka aBnsaetca obHapyxeHune
HEMOTUBUPOBAHHOIO yBeNM4YeHns
numdpaTU4EeCKnX y3noB.

* YBenuyeHune numdatnyeckoro yana 6e3 BnanmbIxX
NpuYnH 00 pa3mMepa doriee 1 cm U CyLLLIeCTBOBAHME
TaKoro yBenn4yeHHoro y3na 6ornee 1 mecsiua
ABNSAETCS OCHOBaHMEM a1 BbINOMHEHUA buoncum
numMmaoysna.

 [1o pacnpocTpaHeHHOCTU NOPaXKEHHbIX
nMmMmaartndecknx y3nos onpenendarT cTaguio

naAAOAaDAWUIAAa



HexoaXXKUHCKUe nMMMdoMbI

* OcHOBHOWN METO ANArHOCTUKN NUM®PPOMBI — UccriegoBaHne
nopaxeHHoro numdoyana (aumdarmyeckme yanol) nnmn obpasua
nobdon gpyron nopaxeHHon TkaHu. [Npobbl TKaHen nony4yaroT
XUPYPruyeCcKNM NyTeEM.

« Ecnu ecTb ckonneHus xXnakocTu B NONOCTAX Tena, HanpuMmep, B
OpPHOLLHOW MOSIOCTU (aCUUT), U B PYAHOMN MNOSIOCTU
(NMneBparibHbIA BbIMOT), TO MOXHO UCCNEeaoBaTb KNETKN 3TUX
Xugkocten 6e3 xmpyprmieckomMmy BMeLLaTenbCcTBa. TOYHO Takxke
obxoaaTca 6e3 XMpyprm4eckoro BMeLlaTenbCTBa, €CNuv pakoBble
KIETKN eCTb B KOCTHOM MO3re. Toraa genaeTca KOCTHOMO3roBas
OYHKLUNA.

« OnyxoneBylo TKaHb, KOTOPYHO NOMYYUNM C NMOMOLLBIO MYyHKLNK
(KOCTHbIM MO3T, XXMOKOCTb B MNOMNOCTAX Tena) Uim Xmpyprmiecknm
nyTeEM, OTNPaBAT
Ha LUMTONOrM4YeCcKkum, MMMYHONMOIMYECKUN N reHeTn4eckum aHa
nms.




Craausa
oonesHm

Cragusa |

Craausa ll

Crapgus Il

CtaanpoBaHue nMumogpom

PacnpocTpaHeHue onyxonu

Onyxonb nopasuna otaesibHblie NMMdOoy3sibl O4HOM aHaTOMUYECKOM rpynnbl
WK nopasuna ogHy nMmcpouaHyro TKkaHb (6e3 rnokarnbHoOro
pacnpocTpaHeHus).

Ho: cropa He BXxoauUT nopaxeHne numdonaHon TKaHU BHYTpPU rpyam U B
OpHOLLHOM NPOCTPAHCTBE, UM B 006/1aCTU BHELWHMUX 000SI04EeK rofMOBHOIO
Mo3ra.

Onyxonb nopa3una nMMmdoy3rbl HECKONTIbKMX aHaTOMUYECKUX rpynn Unm
Apyrme numcgounaHble TKaHU (C NOKanbHbIM pacnpocTpaHeHMeM u 6e3
NoKanbHOro pacnpocrtpaHeHust). Ho Bce nopaxéHHble ONnyXonbi PerMoHbl
HaxXo4ATCA NO O4HY CTOPOHY Anadparmbl.

HeT onyxonu B nuMmcponaHon TKaHU BHYTPU rPyAUn, HET ONYXOJiN BHELUHUX
060n0o4eK ronoBHOro MO3ra 1 HeT ONMyXosiu B GPIOLLHON NONOCTU, KOTOpbIe
HEeBO3MOXXHO MONHOCTLIO YyAANUTb.

Onyxonb nopasuna nmmdoysnbl UM NMMGponaHyr TKaHb ¢ 00enx CTOPOH
Anadparmbl.

Unu: onyxonb nopasuna nuMmdponaHyro TKaHb UK Apyrue opraHbl BHYTpU
rpyau (cpegocteHue, nreBpa, BUNIOYKOBas Xenesa, JIérkme)

Unu: obumpHbIe HeonepabernbHble ONyXoriu B OPHOLLHON MOJSIOCTU

Unu: onvxonb nopa3uvuna BHeWHue 000NMoYKU ronnoBHOIro Mo3ra u/nm Koctu



Hexog)XKKnHckne nmmdoombl

B-KneroyuHble onyxonu ¢ theHoTHNOM 3penbix NUMPOUUTOB

XpoHuyeckuit numdounTapHLiid neitkos’/

numdouutapHas numdoma’

B-wnetoyHblit nponumdoyuTapHLIi Neitko3
JlumdonnasmouutapHas numdoma

CeneseHoyHan nuMbOMa MaprMHaNLHO#M 30HL!
BonocatokneTouHlit neikos

MnasmokneToyHas muenoma

MoHOKNOHaNLHAA raMManaTus HeonpefeN&HHoro 3HaYeHus
ConutapHas nnasmouuToMa

BHeKocTHas nnasmouuToMa

MepBUYHLIH amunonao3

bonesum TAMENLIX Lenei

JKCTpaHoAansHan B-knetoynas nuMdoma MapruHanbHOi 30HLI
NUMGOMAHON TKaHK, aCCOLMMPOBAHHON CO CAN3UCTLIMU 0BONOYKaMK
(MALT-numdoma)

HopansHas B-knetoyHas nuMdoma MapruHansHoi 30Hel
QonnukynapHas numdoma

Jlumdoma U3 KNETOK 30HLI MAHTUM

[nddy3Han KpynHokneToyHasa B-wnetoyHan numdoma
MeguacTuHanbHas KpynHoKknetoyHas B-knetoyHas numdoma
BHyTpUCOCyaUCTan KpynHOKNeTOYHaA B-knetoyHas numdoma
MepsuyHas numdoma cepo3HbIX nonocTei

Jiumdoma bépkurra’ /

neiko3 bépkurtra’

T-KneroyHble Onyxonu

Onyxonu U3 npepwecrseHHUKoB T-nuMpouuTos

T-numcdobnacTHblit nerkos' /
NuMGOMA U3 NpeLecTBeHHUKOB T-KneTok? (ocTpeiit nuMdobnacTHLIi nei

T- u NK-KknetoyHbie onyxonu ¢ eHOTUNOM 3penbiX NUMQOLUTOB

Jleliko3bl U nepauYHO GUCCeMUHUPOBAHHbIE TUMPOMBbI

T-KneToYHbli NponUM@OLMTPHEIR NeiKo3

T-KNeToYHbI NeK03 U3 KPYNHLIX TPaHYAAPHLIX NHUMdOLUTOB
ArpeccuBHbiit NK-K1eToYHbIR Nneiko3

T-KNeToYHbIA Nefko3 / nuMdoma B3poCasIX

Koxuble numgoms

[puboBMAHLIA MUKO3

Cuupgpom Cezapu

lMepBUYHAA KOMHAA KPYNHOKIETOYHAA aHANNacTyecKan numdoma
JlumdomatougHsll nanynés

Apyzaue 3xcmpanodansHsie MUMPOMBI

JuctpaHogansHan NK/T-knetoyHas numdoma, HazanbHblit TMN
T-knetoyHas nuMdoMa TUNA 3HTepONaTUM

[enatonueHansHan T-knetoyHas numdoma

MauHukynuTonogobHas T-knetoyHas NUMGoMa NOAKOKHOM KNeTYaTKM

Jlumgpomel numgpamuyeckux y2108

AxrnoummyHobnactHas T-knetoyHas numdoma
Jlumdoma 13 KneTok ¢ uMMyHodeHoTunom nepudepuyeckux T-numdouut
AHannacTuyeckas KpynHoKnetoyHas numdoma

Onyxonb HeonpegeneHHoi AuddepeHUUPOBKH

bnactHas NK-knetoyHas numdoma




PonnukynsapHaa numogoma

JTnmdpoma ¢ HU3KOW CTENEHBIO 31T0KAYECTBEHHOCTN (MHOONEHTHAA), NopaXkaeT
nrmdoyanbl, NpU NPOrpeccum — KOCTHLIM MO3T, NevYeHb, cerneseHKy. Bapocrbin
Bo3pacT. CpeagHaa NpoaomKUTENBHOCTL XU3HN COCTaBISAET 6-10 neT.
[MpumepHo B 30% crnydYaeB HabnogatoTCA CMOHTAHHLIE PEMUCCUN.

MMmmyHOdreHOTUN KeTok CD19+, CD10+, CD20+, CD5-,

[eHeTunKa
t(14;18)(q32;921) XmepHbIN OHKOreH IGH/BCL2
80-90% dponnunkynapHom nnumdomsbl, 30% andgpdysHon B-kpynHOKNeTo4HON

NnMMJ oMbl




donnukynapHasa numdgoma

t(14;18)(q32;921) XxuMepHbIN OHKOreH IGH/BCL2
80-90% cponnukynsapHou numcgpombl, 30% andgpcdysHon B-KpynHokneToyHoun

numdrombl
BCL2 gene IGH gene (#14q32)
|
exon 2 exon 3 JH segments
! MBR2 MBR1 3MBR1 3'MBR23'MBR3 3'MBRA‘11: lS—mcr merl  mer2 JH primer
«—— MBR 3'MBR «— mcr
50 kb 9 kb
t(14;18) tube A: MBR primers 5 3 3 5" t(14;18) tubes A, B, and C
MBR1 (3’end of exon 3) (-3072) GACCAGCAGATTCAAATCTATGG CCAGTGGCAGAGGAGTCCATTC (+57)  JH consensus

MBR2 (3’end of exon 3) (-3575) ACTCTGTGGCATTATTGCATTATAT
t(14;18) tube B: 3'MBR primers

3'MBR1 (3’end of exon 3) (+549) GCACCTGCTGGATACAACACTG

3'MBR2 (3'end of exon 3) (+1224) AAACTAGCAGGGTGTGGTGGC (replaced by +1362; GGTGACAGAGCAAAACATGAACA)
3'MBR3 (3’end of exon 3) (+1619 GTAATGACTGGGGAGCAAATCTT

3'MBR4 (3’end of exon 3) (+2550) ACTGGTTGGCGTGGTTTAGAGA

t(14;18) tube C: mcr primers

5'mer  (3’end of exon 3) (+15681) CCTTCTGAAAGAAACGAAAGCA
mer1 (file AF275873) (+1961) TAGAGCAAGCGCCCAATAAATA
mcr2  (file AF275873) (+2407) TGAATGCCATCTCAAATCCAA

Leukemia (2003) 17, 2257-2317



Ounddy3Haa B-KpynHokneToyHasa numMmgoma
(AKBN)

ArpeccusHas numdoma, 40% BCEX HEXOOKKMHCKUX
NMMdOM B3POCSIbIX
Jleyatcsa nnoxo

T
e
-
.

MmmyHodeHoTUN CD19+; CD22+; CD10-/+; slg+

[eHeTHKa

t(14;18) n p53 myTtaummn (20%)

3927 rearrangements (BCL6) (6-30%)
c-MYC Rearr (7-10% )




Ilumdoma bepkurra

J1B - onyxonb 13 KNeTok repMMHaTUBHOIO LieHTpa (PorfinkysioB co 3penbim B-
Kre-To4HbIM UMMYHOeHoTUnom. Camas beictpopactywias na HXJ1 -
noTeHuManbLHoe BPpeMSA yOBOEHUSA MacCbl OMyXOrn COCTaBSSAET B cCpeaHeM 24
yaca.

CyLLEeCTBYET TPU KITMHUYECKNX U TEHETUYECKUX noaTuna:

» JHAemun4yeckuu — Bbl3BaHHbIN OB (Adpuka)

« Cnopagn4ecknm — reHeTuYecKkme HapyLeHusi, HactuyHo nHdekuma 6B

« AccounmpoBaHHbIV C UMMYHOOEULNTOM

BnacTHble KNneTku cpegHUX pa3aMepoB C
BbIpaXeHHOM
0azocbvnven n Bakvonulauvem umtonnasmsl

npunexatue gpyr K pyry, o6pasyloT TeMHbIN (OOH,
Ha KOTOPOM XOpOLLO BUAHbLI Makpodparn. KaptuHa



Ilumchboma bepkutra

t(8;14)(q24;932) XuMepHbIN OHKOreH IGH/MYC
BcTpevaeTtca B 70% numcpombl bepkutra

c-Myc IgH
( A \Y4 A \
CeHi RS e) 5.5 JH Cu Cbd Cy3 Cyl yCe Cal Cy2 Cy4 Ce Ca2

c-myc/M9 CoMYCINT b c-m' - JH Cu/03 Cy/02 Ca/02 Cy/02 Cyl/02 Ca/02
c-myc/M5 ycup
—
c-myc/M5.4
c-myc/M
c-myc/M1
c-myc/M0
1-1 war amnnudukauum c-MYC-IgH: 2-1 war amnnudpunkaumm

1 —Mapkep
MOMNeKynsipHoro Beca
2 -5 — NpoayKTbI

1 — mapkep MONeKyrnapHoro
BecCa

KoHTponu kavyectBa [AHK: amnnmukaumm
2 — c-myc/M6 n c-myc up c-MYC-IgH: 2 — c-myc/M6 n
3 —c-myc/M9 - c-myc up) Cy/02

3 — c-myc/M5 1 Cy/02
4 — c-myc/M5.4 1 Cy/02

4 — XAMEPHbIN reH c-MYC-IgH
5 —c-myc/M3 1 Cy/02

c-myc/M6 n Cy/02




pub0o8uUOHbIU MUKO3/CUHOPOM
Ce3apu (nepesu4Has T-
KJ1emoyYHasi KO)XXHasi luMghoma)

CocTtaBnsieT 2-3% BCeX 3110Ka4yeCTBEHHbIX JIMMJOM.

3aborneBaHve pa3BMBaeTCs MeanieHHO. XapakTepHo NopaXeHue KoOXu B Buage nanyn,
3pUTEMbl, KOTOPbIE MOCTENEHHO N3BA3BSKOTCA N CONPOBOXAAOTCS 3YA0M.

PasBuBaeTcs anoneuusa Kak cneacteBne BOBeYEHUs B MPOLIECC BOSTOCUCTOW YacTu rofioBbl.
Opyrum nposiBneHnem 3aboneBaHust ABMSETCA IPpUTPoOAEPMUSA C UHTEHCUBHbLIM 3yA0M U
HenepeHOCUMOCTbLIO xonopaa. [lporpeccnpoBaHme rpnboBMOHOIO MMKO3a CONPOBOXAAETCS
numdageHonaTnen, NopaxxeHNeM neyveHu, Nerkux, LeHTpanbHON HEPBHOW CUCTEMBI.

CuHgpom Cesapu paccmaTpmBaeTcd Kak NemkeMnyeckuim BapnaHT 3abonesaHunsi, KOTopbIi
XapaktepusyeTtca numdageHonaTnen, aputTpogepmMmen n Hannymem B KOCTHOM MO3re n
nepudepnyeckon Kposu onyxoneBbiX T-KNeTOK.

B KocTHOM MoO3re 1 nepndgepmnyeckon Kposu obHapyXnearoT aTUNUYHbIe NIMMAQOLUTLI C
MO3roBUAHbLIMU AAPAMM, CPEON KOTOPbIX BbIAENSAOT KNETKM DOMNbLLOro pasmepa
(knaccu4yeckue knetkmn Cesapu) n menkune. Agpa saaHnmMaroT 60MbLUIYI YacTb KIETKU, OHU
0ObI4YHO OKPYrIon nnu oBanbHOW OPMbI, C MO3rOBUAHOW, KOHBOMKOTUBHOW CTPYKTYPOU
XpoMaTuHa, vYawle 6e3 Hykneon. Liutonnasma 6asocunbHas, pacnosnoxXeHa BOKpYr sapa B BUae
oboaka, rpaHysn He cogepXxuT. Mernkue KneTkn BbisiBAAOTCS Yalle 60nbLUnX, UMEKT pa3mep
MarsbIX IMMOUNTOB, N3pE3aHHY0 CTPYKTYPY XpoMaTuHa (YTO COOTBETCTBYET €ro MO3roBMaHoOM
CTPYKTYpE Npu dNEKTPOHHOM MUKPOCKOMNUMN) N Y3k 06040K umtonnasmel. CTeneHb
NHUIBTPaLNMKM KOCTHOIO Mo3ra Krnetkammn Cesapu 3Ha4YMTENbHO BapbUpYET.

MmyHObeHOTUN: onyXxoneBble KNeTkn MMetoT dpeHoTun 3pensix T-nmmdounTos (CD2, CD3, CD5,
CDA4). OnuncaHbl HabntogeHna cuHagpomMa Cesapu Co CHUXKEHHOM akcnpeccunen CD2, CD3. He
aKkcnpeccupytotes Cb8, CD7, CD30.



pub608UOHBLIU MUKO3/CUHOPOM
Ce3apu

e Cunppom Cezapu — 3710
3anyuieHHaa dpopma
doyHronaHom (rpndosuagHoON)
rpaHynewmsbl. [pn cuHgpome
Cesapu Koxa rno scemy
Teny nokpacHesLas, 3yauT,
LLUENYLNTCSA, N NpU
NPUKOCHOBEHMN BO3HUKAIOT
BGonesHeHHbIe OLWYLLEHUS.
Ha koxxe Takke MoryT bbITb
NATHA, ONALWKU nnu
onyxonu.
3rioka4yecTBeHHbIE T-
numdounTbl
oBHapyXmnBatoTCcH B KPOBM.

« ®yHrongHagd rpaHynema He
BCEraa NPOrpeCCPaiE
cuHgpom Cesapu.

Cunapom Cezapu



