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4 Kypc, 7 cemecTp
Ovcunnnuua: MOJNEKYNAPHBIE MEXAHU3MbI MATOJIOTIMA



N3meHeHUA coaepkaHuA obLuero bernka B
CbIBOPOTKEe KPpOBU

MepBUYHbIE TMNONPOTEUHEMUMU - 3TN COCTOSAHUS OOYCNOBMNEHbI FTEHETUYECKUMMU
nedekramm, NpMBOAALLIMMN K NOMTHOMY NPEKpaLLEHNIO UK 3aMedIeHNI0 CUHTE3a
onpeaeneHHbIX 0enkoBbIX PpakLnK, a Takke CUHTE3Y 6erkoB ¢ N3MEHEHHbIMU

ceBoncTtBaMu. K HUM OTHOCATCA aHanboyMmnHemma n bucansoymmHemus.

e AHanNLOyMMHeMus Bbi3BaHa MyTauMeEN TEeHa, KOHTPONMPYIOLLErOCUHTES
anbbymnHa B renatoumtax.  KnuHu4Yeckn  nNposiBNAETCANOBbLILLEHHOW
YTOMNAEMOCTbIH, OTeKaMum CTOM, yMepeHHouapTepuarnbHOU rnnotoHuen. Ha
NpoTeMHOrpaMmmMme OTCYTCTBYIOT UNTMOMNPEOENAIOTCA B Marnom KonmyecTse (0o 3%)
anbOymMuHbl. NpoueHTHOE codepXxaHue a U (B-rnodynMHOB NPONOPLMOHASIbHO
yBenunyneaetcs (4o 30%), ymepeHO NOBbILLAETCHA KONUYECTBO Y-rnodynnHoB.

e bBucanbLOymmMHeMmus — KayecTtBeHHad aHomMmanus CbIBOPOTOYHbIXanbO0yMNHOB

EHETUYECKOro Xapaktepa (cemMenHad ayTOCOMHO-peueccMBHass aHomanus,
MyTaUuUa reHa, KOHTPOSINPYIOLLEro cuHTe3anbbymunHoB). [lpoTekaeT noyTtu
beccMMnToMHO W ODHAaPYXMBAETCAMPU CKPUHUHIOBbLIX WUCCNeagoBaHUAX WU
crnydyanvHo. HanunymnebucanbOyMMHEMUN KOHCTATUPYETCA MO WM3MEHEHUSIM Ha
anekTpodgoperpamme.



BTOpVI‘-IHbIe rmnonporenHeMmnu
* B 3aBMCUMOCTU OT NPUYNHBI BTOPUYHBLIE TMMONMPOTEUHEMUN MOTYT BbITb
o0OycnoBneH:.l:

1. HegoctaTto4HOCTLIO Benka B NUTaHuK, HapyLUeHUEM MNepeBapuBaHUS U
BcacbiBaHnsa oenkoB B XKKT.

2. [pnobpeteHHbIMKN OedekTaMmn rnepeBapmBaHUa U BcacbiBaHUS OenkoB
(Manbabcopbuus).

3. HapylueHnem cuHTesa 6enkoB (Hanpumep, NPy NOPaXKeHUM nNeYeHn).

4. YcuneHHou notepen Oenka (OCTpble U XPOHWYECKME KPOBOMOTEPW,
bonbline paHeBblE MOBEPXHOCTU, CUHAPOM OJSIMTENBLHOrO CAaBfMBaHUS,
OOLLMpPHBIE OXKOTU, NOTEPU Yepes XKeNyaO0HHO-KNLLEYHbI TPAaKT).

5. YCKOpEeHHbIM pacrnagomMm ©OenkoB (rnMnepTtupeons, OCTpble WHMEKLUN,
paboomnonmna).

6. [loBbIlWEHHBIM WKCMNOfb30BaHMEM 6€enkoB, OCODEHHO anbbymMuHOB, B
YyCNoBUsiX DENKOBO-3HEPreTn4eCcKon HegoCcTaTo4HOCTU(NOCNeonepaLoOHHbIE
COCTOSIHUSA, XPOHUYECKUIN CTPECC, NIenKkemMusl).



lNepeu4yHbIie deghekmbl cucmemsbi B-numgoyumos:

1. NHpaHTnbHaa arammarnobynmHemus (bonesHb bpyToHa).OTnun4yaercs
ypes3Bbl4aHO HU3KUM codepXaHueM |g B CbIBOPOTKe, MpOTEeKaeT Kak
peungmsupyoLlasa baktepuanbHaa NHPEKUMS.

2. TpaH3uTOpHasa runo-y-rnodynmHeMmns HOBOPOXOEHHbIX U MIageHLUEB —
NPOSsIBNSAETCA HapyLUeHNeM CUHTe3a IgG.

3. N3bupatenbHbin aeduunt IgA B CrM3NCTbIX DPOHXOB MU MYKO3HOM Crioe
KMLLEYHUKaA.

e KombuHupoeaHHbIe UMMyHoOdeuuyumbl  —  XapaKTepusyoTcs
nopaxeHuem B- n T-numgoumnToB. K aTON rpynne cOCTOAHUN OTHOCATCA:

1. VIMmmyHOooedounumt npu TeneaHrnaktasum (cuHgpom Jlym-bap)
NpoABNSEeTCA HAKNOHHOCTLIO K MHAIEeKUNAM B CBA3U ¢ aedonumtom IgA migk,
a TakKe 0edeKTOM KINeTo4YHOoro 3aseHa UMMYHHOU CUCTEMBI.

*2. ImmyHOOEOUMUMT C TPOMOOLMTOMNEHMEN W 3IKIEMOWN —TMNPOSBIIAETCS
OedPULNTOM IgM 1 NOBbILLEHHbLIM coaepXXaHuem IgA.



llapanpomeuHsbi

*[lpn HEeKoTopbIX 3aboneBaHUsX B CbIBOPOTKE HaxXoAsT MPOTEUHBI,
OTNMYalrLWmMecss OT HOPMasibHbIX CbIBOPOTOYHbIX OEnKoB Mo U3NKo-
XUMUYECKUM CBOMCTBaAM M OMOMOrn4yeckom akTMBHOCTU. Kaxkabin U3 9TUX
HeOoObI4YHbIX DENKOB NpeacTaBnsieT cobon M3MEHEHHbIN aHanor ogHOro 13
HOPMarlbHbIX MMMYHOTITI00YINHOB. Yawe BCEro BCTpeYaloTCs
napanpoTenHbl knacca IgG (70-80%), pexe IgA (13-18%) u ewle pexe —lgD u
Ige.  CocCcTOsiHMS,  COMPOBOXOAKLIMECS  MOSABIEHMEM B KPOBWU

napanpoTenHOB, WMeT obobwatlowmun TEPMUH nNapanpPoTENHEMUN
(MapanpoTenHo3sbl).

« K 3TOM rpynne 3aboneBaHni OTHOCATCA:
nnasmounTomMa (MmernomMmHas 6ones3Hb),
MaKporrnooynmHemusa BanbgeHwTpema,
bone3Hb TAXKenbIX uenew.
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MakpozanobyanuHemusa BanboeHcmpema

MakpornobynnHemuna BanbgeHcrpema — B-KNeTo4yHaa onyxonb,
MopdONOrnyeckm npeacrtasneHHas AMmoboumTamu, 3penbimu
NNa3MaTUYECKMMUN KIETKaMN U nNepexoaHbiMu popmamu KNeToK,
CEKPETUPYHOLLMMU MOHOKNOHANAbHbIN IgM.

Onyxonesasa TpaHchopMaLMA NPOUCXOANT HA YPOBHE NOCTrepMUHANbHbIX B-
nmmdoumnTos.

MakpornobynnHemus BanbageHctpema coctasnset 1,5% Bcex cnyyaes B-
KNEeToYHbIX "MMdom. BoneroT npenmyLecTBeHHO MyX4YuMHbI cTapLie 60 ner.

UmmyHogeHomurn: onyxonesble KNETKM SKCNPECCUPYIOT NOBEPXHOCTHbLIE U
LUMTONNA3MATUYECKUE UMMYHON0BYNNHBI, 0ObIYHO IgM, B-KneTouHble
aHTureHsl (CD19, CD20, CD22, CD79a), CD38.

Llumozenemuka: 8 50% cny4yaeB MMeEKOT MeCcTo TpaHcnokauma t(9;14),
HapyLleHne cOOpPKM reHOB TAXKENbIX NN Nerkux ueneun Ig.



bone3Hb TaXenblX ueneu

Knuuuyeckne xapakTepucTUku BTLL-y BTLL-p
Clinical characteristics (t-heavy chain disease Y- heavy chain disease p-heavy chain disease

Bcrpeuaemocts Peako OueHb pegko OueHb peako

Incidence Rare Very rare Very rare

Bospacr, ner <30 60-70 50-60

Age, years

PacnpocTtpaHeHHocTh CpeausemHomopbe MoBcemecTHO MoBcemecTHO

Demographics Mediterranean region Worldwide Worldwide

Tun napanporeunHa UmmyHornobynun A UmmyHornobynun G UmmyHornobynun M

Monoclonal protein Immunoglobulin A Immunoglobulin G Immunoglobulin M

Type of paraprotein

®asza moHoKNOHanNbHOW rammanartum |Her BoamoxHo BosmoxHo

Monoclonal gammopathy phase No Possible Possible

JKCKpeuma nerkux uenemn Her Her Oa

Urine light chain No No Yes

Light chain excretion

MopaxeHnue TOHKUIA KULLIEYHUK, Numdarnueckue yansi, Numdbarnueckme yanbi, KOCTHbIN

Localization Me3eHTepuanbHbie KOCTHbIA MO3T, Cele3eHKA | MO3T, MeYeHb U ceneseHKda
numarnyeckue ysnbl Nodes, bone marrow, spleen | Nodes, bone marrow, fiver and
Small intestine, mesenteric nodes spleen

Mopdéonorus SkerpaHogancHas numpoma |NlumeponnasmouurapHas | XJ1J1/numdpoma s maneix

Pathology M3 KNeTOK MapPruHanbHOM numboma numéoumToB
30HbI Lymphoplasmocytoid fym- Chronic lymphocytic levkemia,/Small
Extranodal marginal zone lym- phoma lymphocytic lymphoma
phoma

AccoummpoBaHHbie 3a6oneBaHus Uudekums, cuHapom AyTOMMMYHHbIe —

Associated diseases manbabcopbuunm 3aboneBanus
Infection, malabsorption syn- Autoimmune diseases
drome

Tepanus AHTBMOTUKOTEPANUS, Xumunortepanus Xumuortepanus

Treatment Xumuortepanus Chemotherapy Chemotherapy
Antibiotics, chemotherapy




[egekmbi 6erikoe ceepmbieaHUsi Kpoeu

AdbuSpuHoreHemMmunsa, rMNoMGpnHOreHeMus,

ANchuubpruHOreHe Mus
e AyTOCOMHO-pPeLeCCMBHbLIM TWUIMN HACNea0BaHns

e APuBPUHOreHEeMIA: YACTbIE KITMHMYECKM 3HAYMMbIE KPOBOTEYE
(13 NynoBuUHHOro ocrartka, BHK, remMmatombl MArkMx TKaAHEen,

remapTpo3bl, KO>XKHbIE MNPOABIEHNA (FEMATOMbI, SKXMMO3bi ),
KPOBOTOUYMBOCTL CITM3NCThIX
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e [TnopmbGpuHoreHemua — meHee 1 r/n. KnmHnka meHee BbipaXkeHa

o [OucihmbpuHoreHemmnsa — nameHeHne CTpyKTypbl. KnnHuka —
KPpOBOTEYEHWA 33 CYET CHIPKEHMA aKTUMBHOCTH, TPOMG03kLI 34 CYeT
PE3nCTEHTHOCT K NNasmuHy, 6eCCMmMImOMHO
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e A -[eduunt &b VIIl; B - IX(reHbl Ha X-xpomocom?)‘
e 3-20 Ha 100 000 my>KCKOro HaceneHus

TramecTs Axmasa0cTs | Bo3jpacr KNMUHWKA

TESEHHA VIIIX § HA3303

rmenan <1% Ao 1roxa KpoB0T09HEB0CTS 00 réMATOMEOMY THOY, HI KOXE, CIE3HECTHIX,
KpPOBOEM3IHAHEA B MATKHEE TKIHHE, MEOEECTBEHABIS
pPenEIEBHEPY HNEE réM AP TP 0361, DOIETHBIE, TAHENBIE
noCaEonep IMAOHEAEBIE, BHYTPHISDENEBIE, KePanorémMaromel

CpemEAR 1-5% 1-3 KOEHEBIE réM 0CHEEIp 0M 0 réMaATOMEOMY THOY, C0 COE3HCTHIX,
KpOBOH3INHAAEEA B MAIKEE TKIHH, PeETEBHD Y 0OHEe
réMapTpoiel 1-2 CyCrasos, TAKENbE DOCHCONSP INHOHHBIE,

nérxan 5-30% B nobonm AnurenbHble nocneonepaumoHHbIe, Apyrue - peako

BO3p
Neyenne:

¥ Konuentpar ¢ VIIEX, nonyyeHHb 13 nnasmsl GOHOPOB 1 PEKOMBMHAHTHbIN

»MumvbutopHas dopma - FEIBA (IX, X, VIIa), Novoseven (pekomOUHAHTHBIN

VIl
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HeduunT VIl hakropa (rmunon poKoHBEPTUHEMMUSA )

e AYyTOCOMHO-PELIECCUBHbIW TUN HACNEAOBAHUS

e KnuHuka npu CHmKeHUM aktuHocTM @ VIl meHee
5%
e [shxkenas dopma meHee 3%:

o MoxeT passmBaTbCa Cpasy NoOCne poXgeHWs:
KPOBOTEYEHMA U3 NynoYHOW paHku, BHK,
KethanoremaTomebl,

e Janee KOXKHbIE NPOABNeHUs (reMaTomMbl, 3KXUMO3bI),
HOCOBbIE, MATOYHbIE, ANUTENbBHBIE NOCNE TPABM W
onepaunn, remapTposbl

e KoHuenTpaTt ¢ VI



femornobmHonaTuu

Tanaccemuu (a-tanaccemus, B — Tanaccemums)
CepnoBuaHOKNETOYHAA aHEeMUA
femornobuHonatna C, E

CouetaHue pas3NINyYHbIX MyTauum rnobmnHoOBDbIX
ueneu



Tanaccemmu

CHu)XeHue cuHTe3a rnobuHoBbIX Leneun
Hea¢dpeKTUBHbIN 3pUTPONO33

MNnoxpomHaa MUKpPOLUUTAPHAA aHEMUA
Pa3/IMMHOU CTENEHU TAXKECTU

N36bI1TOK a- unu B — rnobuHoBbIX Leneun,
npeunnutauma Hb, cokpaweHune
NPOAOIKUTE/IbHOCTU XKU3HU IPUTPOLLUTOB —
remosus, XonenuTuas, cnaeHomeranusa

MNeperpy3ka opraHM3ma »enesom us-3a
ysennyeHna abcopbumm xxenesa B KT u
NOBTOPHbIX TPaHCPY3UMN



A-Ta/Z1daCCeEMUA

BeccumnTomHbIM HOcuTenb (notepa 1 reHa a-
rnobuHa)

Jlerkas creneHb (notepa 2 reHoB a-rnobuHa)
Nerkaa MUKpouutTapHaa aHemus

CpepHnan creneHb (notepa 3 reHoB a-rnobuHa), H-
remornobuMHonaTMa, MUKpoOUUTApPHAA aHEMMUA,
YXenrtyxa, cnaeHomeranus

Taxkenana creneHb (notepa 4 reHOB A-rNO6UHA),
BbICOKafA KOHUeHTpauua remornobuHa bapra (v4),
KOTOPbIW UMeeT BbICOKOe CPOACTBO K Kucaopoay
NPUBOAUT K TKAHEBOM rMNOKCUMU, b6e3
BHYTPUYTPOOHbDbIX TPaHCPY3UU BbXKUBAHUE NN0AA
HEBO3MOXHO



B-Tanaccemus

* Manasa B-tanaccemmsn - ymepeHHbI MUKPOLUTO3
U TMNOXPOMMUA 3PUTPOLLUTOB

* lMpomerkyTouHasa B-ranaccemus - rTMNOXPOMHaAA
MUKpPOLUTApPHAA aHEMUA CpeaHen cTeneHun
TAMKECTU, 3a4epKKa PU3nyecKoro pasBuTus,
renatocnsieHomeranusa, noTpebHocTb B
TpaHchy3muax

* Bonbwasna B-ranaccemuna (aHemua Kyau,
romo3uroTbl NO TAXKenomn mytauum B-rnobuHa)
Bblpa*KeHHbI remonus, HeaPpPeKTUBHbDLIU
3PUTPONO33, aHOMA/INN CKeNeTa, BbiparKeHHan
3aBUCMMOCTb OT TpaHCcdy3ni, neperpyska
Xenesom



Tanaccemmu

AunarHocTuka
* lTMnoxpomHaa MUKpOUUTAPHAA aHeMuUA

* dnekTpodopes remornobmHa, }KUAKOCTHAA
Xpomartorpadua — ysenmyueHue yposHa HbF, HbA2
(npu B-tanaccemun)

* MoneKynapHo-reHeTUYeCKUU aHanms3

Nlerkue popmbl Tanaccemmi 4acto ownboUyHo
pacueHUBaloOT KaKk aeduuur xKenesa u
6e3pe3ynbTaTHO N1IeyaTt npenaparamm Kenesa



CepnoBnaHOKNETOYHAA aHeMuA

ToueyHaa myTauusa reHa B-uenm

HbS obnapaer B Ae30KCUMreHNPOBAHHOM
COCTOAHUU HU3KOWU PAaCTBOPUMOCTbLIO U
cnocobeH K nonammepusauum, YTo NPUBOAUT
K reMo/an3y 3puTpoLmToB

letepo3uroTtbl no HbS peako nmetor
Bblpa)XeHHble KIMHNYeCKue NnpoABieHnnA

B nepBble mecAubl }YXU3HU TeyeHUue

6eccuMmnTOMHOE M3-3a BbICOKOroO YPOBHS
HbF



CepnoBuUAaHOKNETOYHAA aHeMMA

KanHuka

Pa3IUYHOMN CTENEHU, KEeNYHO-KaMeHHasn
6onesHb

, NpoBouUpyembiX MHPEKLUen,
nepeoxnaxkgeHmem, pusnueckom n SMOLUOHANIbHOU HArpy3Kou,
npebbiBaHUEM B MeCTaxX C HU3KUM HanpsiXXeHUem KUcnopopaa B
atmochepHOM BO34yXe,T YTO ABNAETCA NPUYMHON TKAHEBOU TMNOKCUM,
uH$apKTOB, 60N1EBbIX NPUCTYNOB, HEBPO/IOrUYECKUX HAPYLUEHUNA.

*  WUHPapKTbl ceneseHkn cnocobCcTByOT pa3BuTUIO GYHKLMUOHANBHOIO
acnaeHu3ma, pasBUTUIO
CKONNeHUe 3pUTPOLUTOB B cene3eHKe NPUBOAUT K

* TpaH3UTOpPHAA cynpeccusa KOCTHOro mo3sra napsosupycom B19 moxker
Bbi3BaTb

AnarHocTtuka: anektpodopes remornobuHa, Tect NnoasBAEHUA «cepnay,
reHeTUNeCKMm aHanums

NleyeHune: uHPy3noHHaA Tepanuna, obesbonnusaHune, aHTubakrepmuanbHan
Tepanusa, 3aMmecTUTeNbHan Tepanus,
ANA akTuBauum cuHtesa HbF



M-cemoaiobuHemuu

rpynna remornobunHonatvn, npu  KOTOPbIX UMEETCA  OedekT,
3aTPYOHSOWNMA BOCCTAHOBIIEHNE Xene3a U3 TPex —B ABYXBaJIEHTHOE
cocTosiHue (Fe3+—Fe2+). Y aToM rpynnbl reMornobnHOB OCTaTOK MTMCTUAMHA,
y4acCTBYIOLLMUIA B CBA3bIBAHUW Xere3a, 3aMeLleH ApyruMn aMMHOKUCIIOTaMK
— TUPO3NHOM, rmyTamaTtoM. 3aMeLleHne ocTaTka rmcTtuamHa npuBoauT K
TOMY, YTO B UIBMEHEHHOW LENM aTOM Xefie3a B COCTaBe remMa OKUCNEH A0
TpexBaneHTHoro COCTOSAHUSI. Ero BOCCTaHOBIMEHUS
METreMmornobmnHpeaykTason wnm peayuupyrowmmm BeLLecTBaMuU He
npoucxoguT. B cBA3KM ¢ 9TMUM cnoCcOOHOCTL Hb K TpaHCnopTy Kucnopoaa
yTpadeHa. [naBHbIN Npu3Hak 3aboneBaHns — MeTremornobnHemus, bonee
BblpaXXeHHasi y roMo3uroT, Ansl KOTopbIX 3TO 3abofieBaHne cMepTenbHo. Y
reTepo3nroT B KPOBU UMEETCH CMeCb remornobmnHa n metremornodouHa.



