NAPANPOTEUMHEMUANDBIK

TEMOBJIACTO3OAP

OpblHaafaH: YceH H.E
Tobbl: TK-705
KabbingaraH: bamxaHoBa K. T
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KaWJIbl TYCIHIK.
e 2. III' —TBIH TYPJIEPI
e 3. JIMarHoCTUKACHI JKIHE eMi
* 4. KOpbITHIHABI
e [Taliga/IaHBLIFAH J1e0OneTTEP




MakcaTbl

o Ocbl aypynap xanblHga gapirep-
MHTEepHAOepPre ToMblK ManiMeTTep bepy XoHe
TYCIHIK KanbIiNTacTbIpy.
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[TapanpoTenHeMUAnNbIK o
remoOnacro3pap.

NI — VimmyHornoBynuHaep cekpeumsacbiHa AeniH axbiparaH B-
numdpounTTEpPAIH, iCiri.

NI - icik »xacywanapbl UMMYHOTTIOOYNUHHIH, CUHTE3I MEH
cekpeuunsinblK kabineTiH cakTanabl.

I - B-xacywansl nenkosaap.

ICIK )Xacyllanapbl ayblp XaHe XeHin TisbektepaeH TypaTbIH
napanpoTenH cnuHTe3nena,.

bipak cekpeTTenreH MMMyHornabyrnunHHiH 0ip-ak Typrii
CTPYKTypacbkl 6onaabl. 051 MOHOKIOHanNbAbl napanpoTeuH.







BanbaeHcTpeM aypybl
(MakpornobynuHemMusn
bIK NTUM¢pomaTos).

Muenoma aypybl
(nnasmouuToma)

r
Krnaccudukawm
AChI.

AybIp
Ti3bekTep

aypybl
(PpaHKNMHa

aypybl).




nnasmanblK XKacyLlaHblH KaTepnl ICIrl.
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NMpuMeHeHue HedTw

an.u'« Ecvianm KAY M Napadma. Mt maccis

® N3 HedTU NPOU3IBOAAT roploye-cMasoyHble MaTepuansl:
HechTaHON ra3, 6€H3NH, INrPONH, KEPOCUH, CONAP, MasyT n ero
NMPOU3BOAHbIE, a TaK Xe Ba3e/iIuH, napad)uH, CUHTETUYECKUN

KayyyK U nsnacTtmacca.







M .A-HblH IMMyHONaATONOrUANbIK
BapuaHTTap

o G-mmenoma — 55-65%:;

o A-muenoma — 20-25%;

e D-Mmunenoma — 2-5%;

o Muenoma beHc-IxoHca — 12-20%:
o CekpertrenmenTiH muenoma — 1-4%;
e M-muenoma - 0,5%:;

o [uknoHabl mmuenomanap — 1-2%.
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HIIa carbinapin;
ICIKI'IK Macca* (KI‘/MZ)

.ﬂ,"‘- i GenriyiepaiH KOChbIHALICHI:

- He > 100 r/n, remarokpur > 32 o
- capmcynarbx Ca nenreiii < 3 MMOJIbL/JT;

= OCTEO/IM3 HEMECE COJIMTapiabIK cyiiek

' owlaKkTaphbl >KOK;

- | = M-KOMIOHEHT OHiMiHIH ToeMeHn neureiii-
| A.IgG < 50 r/n

'B. IgA <30 r/n

'B. Hecenirreri >xeHin tiz6exkrepi < 4 r/Tay

Keneci 6enrinepaiH KoCbhblHAbICHI:

= Hg 85-100 r/n, remarokpur 25- 32 %%;

= capsbicynarsl Ca nenreii 3 mmonb/mn;

| = ocreonus 6onysbi;

| *= M-KOMMNOHEHT 6HIMIiHIH OpTawa neHreiii:
l,gG 50-70 r/n

gA 30-50 r/n

Hecenreri >keHin Tizbekrepi 4-12 r/Toy

0,6 — 1,2 (opTaua)

< 85 r/n, remaTokpuT < 25 %:;

cynarel Ca neHreii > 3 MMONb/J;
OCTEOJIM3HC;

IOHEHT ©HIMIHIH ><OFapbl ACHIEHI:

1in Tiz6ekrepi > 12 r/Tay

=1 2

acyiuackl 1 Kr canMakka TCH.

=, — ST

21 B bl
= a o nimIriHe 6aiinaH

CcThbl



KenTtereH MmmenomanapAabiH XanblKapanblIK
knaccudpukauumsacol (Greipp et al., 2003r.)

Ctagusacsl

Kputepuwi

OpTalua emip cypy
VY3aKTbIfbl, all.

I B2-mMukpornodbynuH <3,5 |62
Mr/n, ansdbymunH >35 r/n

| Hu l, Hn Il * 45

11 B2-mukpornodynuH >5,5 |29

MI/.




AfbiMblHa OavNaHbICTDbI e

epiHicTepaiH
anKbiHOany
Ke3eHi

MUMNTOMCbI3
Ke3eH



AUKblIHOany Ke3eHi

LUarbimaapsbl: XKannbl anci3gikke, eHOekK
eTy KabineTiHIH HalapnaybIHa,
LWapLarFbIWTbIKKA, TO0EeTiHiH
ToMeHAaeyiHe,CYNeKTepiHiH KaKcayblHa
lWwarbiMaaHaabl.



CuHapompap °
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KaH TyTKbIpnbIfbIHbIH
XOfapbinaybl

Cyiek nartonorusicol

HeBpOJ'IOFI/IFlJ'IbIK

\\‘_

EKiHLWINIK "MMYyHAbI
TanwbInbIK

Bucuepanbgbl
naTornorus

\_
/

[MpoTenHaep
naTonornschol

BynpekTiH
3aKbIMaaHy

rmnepkKanbUeMnUAIbIK

y {

KaH eHAipinyiHiH,
XXYWECIHIH,
3aKbIMAaHybl



KnuHukanbikK KepiHicTep

MMnepkanbunemus,
naTonorusanbIK CbiHynap ,
XYJbIHHbIH, KOMMNPECCUACHI,
CyMeK TiHIHIH Nn3uci,
oCTeonopos, occanrus

Bynpek XxeTKinikci3airi

AHemus

Ceben- ¢pakTopnapbl

CKeneTTiH AeCTPYKUUACHI

XXeHin TizbeKkTepAiH
XOofapfbl
KOHLUeHTpauusacbiHaH
OonfaH NpoTenHypwus,
rmnepkanbuMemMus, ypaTtTbl
HedponaTusa, ammnonaTbl
rmomepyrnonaTtusa (cupek).
NMuenoHedgpurt

MuenocTns, by3bInbICTbIH
XXOFapblinaybl
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naTOFeHeTMKthK

MexaHu3maep

IcikTiH ocyi : |
ocTeoKnacTrapabl
aKTUBUPNENTiH 3aTTapAblH
nanaa 6ony (OAF)

icikTeH nanga 6onfaH
3aTTapAblH XeHin
Ti30eKTepre TOKCUKanbIK
acep eTyi

, OAF,

OHK.3aTTapbIHbIH
biAblpaybl

MNMnorammarno6ynuHemus

PocTt onyxonu: npoaykuus
onyxoneBbIMU KNneTKkamu
WHIIMOUTOPHbLIX (paKTOPOB U
ayToaHTUTEnN



KnnHukanblk kepiHicTep

NHdbekumanap

HeBpOJ'IOI'VIFIJ'IbIK
cmMnTomMaap

KaH kety

[MNposiBneHus
MeTacTasgaHyaiH nanaa
bonybl

Ceben- pakTopnap

[MnorammarnobynnHemus,
HenTpounaep MmrpaumachbiHbIH
TemMeHaeyi.

[MoBbILLEHHAA BA3KOCTb KPOBWU KaH
TYTVYbIPSbIFbIHBIH, XXOFfapblnaysbl,
KpnornooynuHaep,
[MnepkanbunemMuns, XyJblHHbIH
KOMMNPECCUACHI.

KaH yto XXyWeciHiH, Oy3bIfbIChl,
sHOoTenuaiH MMNounaThbl 3akeiMganybl,
TpoMboumnTTEPAIH ANCAYHKLNSACHI

| 00®
[MaToreHeTuk J'Iglz.
MexXaHn3Maemw

ICIKTIH, cynpeccuanaHybiHa
OannaHbICTbl BHIMHIH,
TemeHpaeyi; 1gG.
KaTabonnamiHiH Korapbliaybl

ICIK 3aTTapsbl;
M-KOMMNOHEHTTI KacneTTepi;
XeHin TisbekTep;OAF.

Icik 3aTTapbl; KaH Yo
doakTopnapbiHa
aHTUTEeNaHbIH, TY3inyi, XeHin
Ti3bekTep, TpombounTTEpre
aHTUTenanapAbiH *abbiCybl

ICIKTIK 9KCcnaHcus



I/IéJ'IOM,EI,bI aypybl KesiHgeri

bIPCbIHYAObIH, KYLUEI
y KyLUEWin, ynKbiHbI Oy3aabl
oeme Topiaal

JaFbl HeBPONOrUSAMNbIK BY3bINbICTBIH, V€




KentereH MmenomMaHbIH gnarHo3ablK KpMTethr&!pi
o

1. MMenorpammaga nna3makrneTKanbiK MHhOUNbLTpaumusa XXoHe
3aKkbiMpganfaH TiHHeH anbiHFaH ovonTtaTtTa 10% nnasmanbIkK

KrneTkanapabiH 6onyhbl.

2. nmMMyHo3anekTpodopesaeyae MoHoknoHanbAi Ilg (capbicypa IgG
35 rin-peH ken He IgA 20 r/n-aeH ken)

3. ocTeonu3aik 3aKkbiMAaaHyAbl XXaHe
anddy3abl octeonopo3abiH bonybl

AwnarHo3 ocbl yw GenriHiH ekeyi bonfaHga Kombinaabl. bipiHLwi
KputepuunaiH oonybl MaHbI3abl




KaTepci3 MOHOKNOHanbAl rammanaTtua MeH KenTtereH ooo
MWENOMaHbIH aXkblpaTnarbl AnarHoCTUKachl

KaTtepci3
MOHOKJIIOHanbAblI rammanaTus

Capbicyaarbl napanpoTenHHiH kenemi < 30 r/n

MOHOKJOHanNbAbl raMMmanaTusiga 3aKbiMaanfaH
TiHHeH anbiHFaH omonTtarTa 10%-0aH TeMeH
nnasmanbiK KneTkanapabiH 6onybl

MyLuenep MeH TiHaepAae ewkKaHaan
3aKkbiMgaHynap 6onmanabl acipece ocTeonus .
B numdountTiH nponudepaumusacbimeH
KepiHeTiH 6ackaga aypynap 6onmMmauabl

CUMTOMCBDBI3
KentereH MmumesriomMma

Muenorpammaga
nnasmakneTKanblik
WH(UNBLTPALUA XKoHe
3aKbiMaanfaH TiHHeH
anbiHFaH ouvonTtaTtTa 10%
nnasmanblik
KneTkanapabiH 6onybl

WwarbiMaapbl MeH TiHaep
MeH Mylleneppge
3aKbiMAaHynap oK

KnuHukanbik beprinepai H
auKbiHAANybIMeH
KenTtereH mmenoma

capbicyaa XaHe 39pae
MapanpoTenHHiH 6onybl

Cyvnek MubIHAA
MoHoknoHanbAbI
nnasmaTtukanblk
KneTkanap He 6buonTtarra
nnasmoumutToma

Mywenep mMeH TiHaepAae
3aKkbiMmpaaHynap 6ap ,
acipece ocTteonus



JlaGopaTtopHble uccnenoBaHus:
o6wmm aHanus Kkposu: ana MM xapakTepHa HOPMOXPOMHas,
HopMoLMTapHas aHemMus ¢ ypoBHeM remornobunHa meHee 100 r\n, cHMXeHne ypoBHS
PETUKYITOLMUTOB, KOCBEHHbIM MPU3akoM ABnseTca nosbieHne yposHa COJ.
OOLLUMK aHaNM3 MOYUN: KOSIMYECTBEHHOE YBENMYEHNE BblaeneHuns 6enka c

MOYOM

GMoOXMMMYECKUN aHaNN3 KPOBMU: MOBbLILLIEHNE YPOBHSA CbIBOPOTOYHOIO
KanbumMga U KpeTUHMHA.

Mopddonornyeckoe nccriegoBaHue: B KOCTHOM MO3re MHOXECTBO
nyasmMaTUYECKNX KNeTok;

NPOTOYHAA LLUTOMETPUS: XapaKTEPHO HanNn4Yne MOHOKMOHaNbHbIX
nyiasMaTnNYEeCcKNX KNeTok B KOCTHOM MO3re

anektodopes 6enkoB CbIBOPOTKN KPOBU U MOUYMU: OBHapYXeHNe
MOHOKJTOHaSIbHOro MMMYHornobynuHa B Kpoeu n 6enka beHc-[>xoHca B Mode.
: nMMyHoduMKkcauua 6enkoB: UMMYHOTMNMPOBAHWE NapanpoOTENHOB,
obpasyowmx M-rpagneHT
: MOJIEeKYJIAPpHO-reHeTU4Yeckoe nccregoBaHme KOCTHOro Mosra
metoaoMm FISH: ansa MM xapaktepHsbl: del 13, del 17p13, 1(4;14), t(14;106),
amnnndukauma 1g21.
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UHCTpyMeHTanbHble uccnegoBaHusi[4-6]:

: PeHnTtreHorpadua kocteun n KT ckenera:
XapaKTepPHbIOCTEONTIMTUYECKNE O4arn, NpuU3HaKkn oCcTeonoposa unu Hanuyme
NaTONOrM4YecKknX neperioMmos;

: Y3U opraHoB OpHOLIHOM MOJSIOCTU: YBENNYEHNE Pa3MeEPOB
nevyeHn, CeneseHku.

: M'McTonornyeckoe/MMMyHOrMcToXMMmnyeckoe
nccrnegoBaHme: Y 60mMbHbLIX C MHOXECTBEHHO-04aroBon popmont MM mnm ¢
CONMIMTapPHOW MMENTOMON MYHKUMA KOCTHOrO Mo3ra He SIBNnseTCs
NHdopMaTMBHON. B aTnx cny4vasax Heobxognmo rnpoBoanTb BUoncuio
OCTEOSINTUYECKOro oyara ¢ nocrieayroLwmm rucTonornyecknm
nccnegoBaHUeM;
: AKI: HapyLweHne NpoBOAMMOCTN UMMYbCOB B CEpAEYHOM

MbILLLIE;
: AxoKI: npnsHakun cepagedHon HegoctatovHocTu (PB <60%),
CHKEHNE COKPATUMOCTU, AnacTonunyeckas ANCAYHKUMS, ierovyHas
rMNepPTEH3US1, MOPOKK N peryprutaumm KnanaHos.



Capbicyaarbl 0enoKTbIH aneKkTpodopesi oco.

Hopma
Mwvenoma

Albumin ¢, 2 3 Y




PeHTreHorpamma yepena. MHOXECTBEHHbIE Yy4aCTKN OCTEONV38




PeHTreHorpamma npaBown nne4eBon KOCTU: oYarn AecTpykumu ue

neperom Jo0e,




oo

OcTeocuuHTurpadgus ¢ TC*-nupodocartom cocee
T
0000




MIMMyHOryopecueHTHasa MUKPOCKOMNUA C aHUTenamMmu
K nnerkmm uenam lg. CeeveHne crienka kaHansLua.
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ren MHEJOMAXA YChLIMLITLIN XKypren
wﬂuux Garnapaamanap

HaykacTap »ack! = 70 >xac

T XaTramanap

35- kecre

e [ lMmxnodocdhan S mr/kr /i 1-10 xyH

e Mendanax 0,15 mr/kr ituke 1-5 KyH

e BunukpHcTHH 1,5 mr 1/i 1- >xoHe 8- kywui

e [IpearnusonoH 0.8 mr/xr imuxke 1-10 kyn
(y3inic 4-8 amra)

* BuakpucTHH 1,4 mr/m~  1/i 1 KyH

e Linknodpochan 400 mr/ m° /i 1 xyH
e Mendamran 7.5 Mr/ m°~ iluke 1-4- KyH

e [Mpeauu3onoH 30 mr/ M~ ke 1-4- KyH
. (y3inic 3 arrra)

HaykacrTap >xacekl = 70 >xac

e Mendanan S mr/ m° imke 1-4- xyu
e Linxknodocdan 100 mr/ m° /i 1-4- xyu
* BuHkpHcTHMH 1 M- /i 1 xyH

e [Npeanu3onoH 60 mr/ m” imke 1-4- Ky
(y3inic 3 anrra)

e Mendanan 9-12 mr/ M~ imuke 1-4- kyH
e I'Ipeannr3zonoH 1,0 mr/kr imuke 1-4- xyH
(y3inic 4 anra)

J
- Swrn

® Mendanan 0.25 mr/xr ituke 1-4- xkyH
bﬁmlxpuc'rnn 0,03 Mmr/kr 1/i 1 KyH
e lluxknodochan 10 mr/kr /i 1 KyH

AH 40 mr ke 1 KyH
SAHHU30JIOH 0,8 mr/kr iwke 1-7- KyH

(y3inic 4 arrra)
e '3nun-1 GB ~E ~ bl 1-7- KYH
_____ (ysinic 4 anTa)




BanbaeHCTpPeMHIH cec

MaKpornooyrMHeMuUscCobl.

cunaTbl: cumnToMchi3d, basty epicTenTiH (emMip cypyAdiH opTawa
Xachbl 5 XblS1), Te3 OpICTENTIH (emMip cypyaiH opTalla Xxacbkl 2,5 xac).

AYPYObIH EPEKLUEJITT — makpornobynuuemus — kanga

epekwe rmranTTbl IgM KnacceiHa XaTtaTtblH rmobynuHaepaid 6onysl
>1000000 panbToH.

KaHparbl KepiHICI: aHemus, nenkoneHns HENTPOMNEHUAMEH,
NMMAOoLUTO3, XN MOIHOLUTO3. TpoMbounToneHnsa. 9 TXK 6ipaeH
KeTepineai.



NunarHoctuka MB.

/ Mopdonornyeckoe \
AoKa3aTenbCTBO
npenmMmyLLecTBeHHO
KOCTHOMO3roBoro
numdonponudgepaTtuBHOro

\_ npouecca )

-

\

BbisiBneHue
MOHOKITOHOBOW
MaKpornooynmHemum
Thna IlgM
(He meHee 10-15%
oT obLiero 6enka)

~

)

Anekmpoghope3 6esIKkoe cbLIBOPOMKU KpO8U U MOYU Ha bymaze
ebisiesisiem y3KyH MOJIOCY MaKpo2as106yiuHa 8 30He muzpayuu

2amMmMa- U anbgha-25106yr1uHos.
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[lpoba c guctunnuposaHHou Bogon | 2:°
(Sia u Wu, 1921 rop). °

OcHoeaHa Ha MOM, YMO MaKpo2s106yITIUHbI
pacmeopsiromcsi dake 8 cs1abo KOHUeHMpPUPOB8aHHbIX
coJsiesbIx pacmeopax, HO 8blnadarom 6 ocadokK 8
ducmurnnuposaHHoU eode.

¢ B npobupky, cogepxalyro 5 Mn gUCTUNNNPOBaHHOU BOAbI,
BBOAAT HECKOJILKO Karnesib CbIBOPOTKU OONIbHOrO.

B npucyTtcTBUM MaKpornoobynuHoB nosiBnsieTcs Monlo4yHo-6enas

MYTb, He MCUYe3aloLlas Npu HarpeBaHMU, HO pacTBopsAoLasAca Npu
no6aBneHun dousnonornyeckoro pacteopa.

an OTCYyTCTBUMN MaKpOFHOﬁy.ﬂMHOB NMOMYTHEHUA He NPOoOUCXoauT.



“Te 36- kecre
6i p;“': Banbaencrpemuin MaKPOrIo6y nuneMusicry XIHe KonTteren
Nay, ; | =i M"e'"o”a%wmujenimegi
' | Benrinepi Banbaencrpempin rT(eanTe1‘<3H§.vv[;W1
MaKporno6ynnHeMHbel [
L. ' B I e T SN
[lapanpoTerHHin XKut 1gM napanporensi | lgG, IgA |
HKIHe CHUIIAThI (MakpornoGysnun) napanporeuyi l
IHbIH _ |
‘Paiy OCTEeNU3MCTTIK OTe cupek Gajikanamn KOMWiNiringe
KT esrepicrep B Oaiikananpi 5
IM(’“ ﬂ”MdJa.HCHOﬂaTHﬂ TOH T3H eMec !
. ! ‘
IH1e _— _— . .
["enaromeranus TOH cupek Oalikanampi |
eHI
P CruieHomeranus BE= cupek Oafikanamst |
pAaa Hegponarus | cupek Gaiikanas: *ui Galikanams!
HH- .
["eMopparusnpix TOH cupek Oaiikanazsl
re CHHAPOM
1 Muenorpammana AUMQOUATBIK XKacylanap | niasManblk kacyuanap
-809 acrapaa
1K Hecenre naparnpo- | 15% Haykacrapia 70-30% Rysaceen
> "
TCHHAEP/IIH TadbUTy pei.
Sia Tect «onn* TOH E
H

UpPJIEHTeH CYMEH
'H . B e e Qln roa~rt rMaAarP”arInAvVAKUIIenre NTUCTUINTHUD.



HA3AP AYOAPFAHOAPBIHbI3FA PAXMET



