


XpoHudeckuii TuMQo1einKo3

S

-WHIO/eHTHass TuMd@ouaHasaA omyXxoyb B-
KJIETOYHOTO IIPOMCXOXKIEeHU S, IPU KOTOPOH
MPOUCXOAUT 3T0KAYeCTBeHHAsI mMpoardepanus
MaJIbIX MOP(}OIOTHIeCKH 3PeabIiX TUMPOIUTOB C
TeHJeHI el K HAKOILJIEHMIO MX B KOCTHOM TKAaHH ,
nepudepuiecKoi KPOBH ,TUMPOUTHON TKaHH.
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JleiiKO3HBIE KJIETKU MMPU XPOHUIE€CKOM TuMQoeiiko3e
MPOUCXOIAT U3 OFHON TUMPOUTHOM KIETKH B pe3yIbraTe
MYTallVi¥, YTO MOATBEPIKAAETCS OOHAPY>KEHHEM B 3TUX KIeTKaX
TPUCOMHUH 12-W MaPbI XPOMOCOMBI, KAaK NU30IMPOBAHHO, TaK 1 B
COYeTaHUM C IPYyTUMHA XPOMOCOMHBIMHA AHOMAa/THSIMMU.

ITo mepe mporpeccupoBaHus 3a00/I€eBaHUS TMMOSABISETCS
KJIOHA/TbHASI KCIIAHCH S HEOTUIACTUIECKUX THM(POIHATOB, IIO3TOMY
KJIETOYHBIN CyOCTPAT XpOHUYECKOTo TuMQosieiiko3a npeacTaBieH
Mop@donornyecku 3peabiMu TMM@POIUTAMHA, IPENMYIIecCTBeHHO B-
mumdonuTamMu y 95% 001bHBIX, perke — T-mumdonuTammu.
XapaKkTepHOii 0CO0eHHOCTHIO B-TuM(pOLNTOB AB/IAETCA HaTUIHAEe
MOHOKJIOHAJIBHOTO IIMTOIIa3MaTUI€CKOTO0 UMMYHOT/IOOY/INHA,
9TO MOATBEPXKAAeT UX PAHHIOK cTaguio tudpepeHIupPOBKM.
Haxomienune mum@$ponuToB HaUMHAETCs B TUMPOy3aax v
pacmpocTpaHsaeTcs Ha apyrue tuMmPpoungHbie TKaHU. Pa3BuBaercs
Mporpeccupyomas HHPUIBTPALUA KOCTHOTO MO3Ta, YTO
IMPUBOJAUT K HAPYLIEHHUIO TeMOII033a U POABIIsIeTCsI aHeMUen,
arpaHy/IOUTO30M U TpOMOonuTOonIeHueli. B nepudepuaeckoi
KPOBY YBEeTHIABAETCSA KOTNIECTBO TUMQPOIHATOB C
MOp@dorornIecCKNMY MPU3HAKAMH 3PEJIbIX KJI€TOK, OAHAKO C
PyHKIIMOHATPHOI HENMMOTHOILEHHOCTHIO.
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Yaie BO3HUKaeT 0€eCCUMIITOMHO.

BrisiBneHue 3a00/1eBaHUs HOCUT CIYIaifHbBIN XapaKTep,
qaiie 1Mo u3MeHeHHAM B 00IleM aHa/In3e KPOBHU.

MoryT OBITH Hecnegu@PuIecKkoro xapakrepa:
0o01Iasa C;1ad0CTh, MOTAUBOCTH, YTOMJISIEMOCTD, CHYDKEHH e
TPYAOCIIOCOOHOCTH.

Bo3MO>KHO yBeTnYeHH e OAHOTO MM @ Oy3/1a VIH IPYIIITHI
muM@Poy310B - TUM@POY3/Tbl 0€300/I€3HeHHBI, 3/IACTUIHBI,
TMOIBU>KHBI, HE CIIAsTHBI MKy COOO0A.



: Yauie JIeMKOLIUTO3 YMePpeHHbI
(20-40*109 Ha 1), 3a cueT IMMPOIUTOB (40-50%),
IIPU 3TOM a0 COMIOTHBIN TUM@POIHUTO3 JOKEH OBITH
He MeHee 5 Ha 109 /1. B KpoBH IMOABAAIOTCA KI€TKH
nenKonnsa, Teau borkuna-I'ymnpexra.

- TEMPOUTHBIA POCTOK
cocraBaser He MeHee 30% (30-40%) KIeToK,
OTMeYaeTCsi HEKOTOPOoe Cy)KeHHe SPUTPOUFTHOTO U
MerakKapuoIMTapHOIO POCTKOB.

HauasibHas cTagus MOXKET MMPOA0/IKAThCA OT 2 10 8
u OoJiee JIeT.



0 OrmedaeTcst JanbHEHNIINI OIMYX0/IE€BBIM POCT, TUMQPOUTHAS
npoudepariusi.
[ TlosiBsieTcst 4aCTO reHepain30BaHHAs TUMPOAAEHOTIATHSI,
0 TemaTocnieHoMmeranusi, MOXyAaHue, CKIOHHOCTDb K MH(PEKITHSIM.
- HapacTaHKe TUMPOIIMTAPHOTO TeHKOITUTO3a.
CTemneHb JIEMKOIIUTO3a MOXKET ObITh pasHoOM (0T 50 X 109/71 70
800-900 X 109 /1), peAKO UMEeeT MeCTO JIeMKOIeHUYeCKU T
BapHaHT.
JUMQPOITUTHI COCTABASIOT 60-90%,
MOSB/ISIOTCS Oosiee paHHHE GopMbI (TUMPOO6/IaCTHI,
poaUMOIIMTHI). YacTO BHIAB/ISETCS aHEMHUSI,
TpoMmbonuTorneHus, TeHu borkuHa-I'ymmpexra.



KOJTI€CTBO
JIPMKOLIMUTOB HapacTaeT MeJJIEHHO C
TOJITOCOXPAHSTIOIUMCSI KDOBETBOPEHHEM.

Ha poHe
reHepa/IM30BaHHOMN TUMQOAIeHOTIATHUH O/THA TPYIITA
nuMQOy3/I0B OBICTPEe YBETMYUBALTCSI, HO
JIEUKOIIMTO3 MPHU 3TOH POopMe He BBICOKHU.

HET BBIPAKEHHOTO
TUTIEePIIACTUYECKOTO CHHAPOMA, PAHbIIIE TTOSBIISIETCS
TsDKes1ast aHeMUsI, TPOMOOIIUTOIIeH s, ObICTpee
HapacTaeT TUMPOUIHas poaudepalisi B KOCIMHOM
Mo3ee.

AUMQPOITHTHI

MMEIOT BOJIOCOMOL00HbBIE BRIPOCTHI TUTOTUIA3MbI, TIPU
3TOM BapHAHTE HET BRIPAXKEHHOU TUMQPOAIeHOTIATHH,
yaiile CTyIeHOMeTasusl, IeHKomeHn4IecKkre GOpMHBI.



HapacTaeTr mHTOKCHUKAIIMsI, KAXeKCHSI.
XapakTepHO MpucoeauHeHe HHPEKITHIA.

- pa3BHBaeTCs TsHKeJIas IIUTOIIeHHsI: aHeMHSI,
TPOMOOIIUTOIIEHHSI, JIEMKOTIeHHS.
Bo3amo)kHO 1osiB/IeHHe 61aCTHOTO KpH3a (yBe/mnudeHre KOJIM4eCcTBa
aumdobmacToB 6osee 20-30% B KOCTHOM MO3TeE).
Yamie 601pHBIE TTOTHOAIOT He OT 6/IaCTHOTO KPH3a, a OT
pHCcoeUHEHHUS APYTHUX O0Jiee TPO3HBIX 3a00/IeBaHUI, KOTOPbIe
MOT'YT ITOSIBJIATHCS M B Pa3BEPHYTYIO CTaAMIO (JTMbOCapPKOMBI,

paKH - Yailie KO)K1, OPOHXOT€HHBIN paK U Jp.).
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v’Bbi genarom cnegyrowpe KnuHmudYeckKme
sapuaHm XJ1J1:

-He3HaYuneJsibHoe
yBesindeHue Yucna
JIMm@oyunos B Kposu,
oyarosbl i (He
ANPPY3HbI) pocm
JIMM@POUAHOU NKaHU B
KM, Hesbicokoe
coAepxaHue
npoJsiMmgeoymnos.

KoJsindecnso
JIMmeoyumnos B Kposu
pesko ysesinyeHo, 8 KM
mmeentsa ANP@Yy3Has
JiumeounaHas

nposigepayums.



B 3asucumocm omocobeHHocher KiiMHUYecKou
KapmHbl 6051e3HU Bbl Aesiarom crieAyrouue
sBapuaHm XJ1J1 [Bopobres A.W.,]:

(nepugepuveckue
JIMM@panmyecKmne y3sibi pesKo
yBesinyeHb!, MsionHblie,
masnonoABuXHble, pe3Ko
BblCynaromHaAa
NoBepxXHOCMbLO KOXHbI X
MoKpoBoB);

— Bce
mnsmeHeHus (nuUmgounaHas

r Mﬂépﬂ.ﬂCBMﬂ) J10KaJin30BaHbI B

KochHom mo3re,
JimmaeaneHo nanvsa U
cnseHomerasnusa rnpakmyeckm
He BbipaxeHbl ;

— B
KAIMHUYeCKOU KaphvHe
A0MUHUPYyem 3HaYUhesIbHoe
yBesindeHue cesie3eHKU, He
csovicneeHHoe XJIJ1;

— npU MUKPOCKO NMUYECKOM
uccnieaoBaHUU o npepensaronts
JIMmeoyumbl ¢ ohpochxkamu
npononnasmel B BuAe HUNeH
(«Bosioc»).



RAI-knaccupuKkanmusa XpoHUIeCKUX TUMPOIeiKo30B

— n3oaupoBaHHbIN JuMdonuTo3 (Oonee 15,0 '/ B nmepudepudeckoit
KkpoBH, O0oiee 40%
¢/B KOCTHOM MO3rI¢).

— MUM)OLNTO3 U yBEIUYEHUE TUMPATHICCKUX Y3JI0B.

— mUM(}OIINTO3 U CIUICHOMETANNsS W/WIN rernaToMeraius He3aBUCHUMO OT
yBEJINYCHUS
v/ TuM@paTHYECKUX Y3J10B.

— mampornuTo3, remorioonH MeHee 110 r/m He3aBUCHMMO OT yBEeTUYCHHMS
v/ TuMpaTHICCKUX Y3JI0B U OPTaHOBa

— muMdonnTo3, konudectBo TpoMoOonuToB MeHee 100,0 I'/1 HezaBucHMO
OT HaJIHYHUS
v/ aHEeMUH, YBEIIMYCHUS JTUM(PATHUCSCKUX Y3JIOB U OPTaHOB.



Knaccndmkamus no J.L Binnet

XANaKTepUCTHKA

[emorno0uy »100r/n; Tpombouutsl > 100,0 X 109/n: mexee 3 rpynn
NUMDATHYRCKIX Y3N0B BOBNRYRHEI B NPOLLCC

[emorno0uy »100r/n; TpombouuTsl > 100,0 X 109/n: Gonee 3 rpynn nUMBATHYECKIX
V3108 BOBNRYRHEI B NPOLACC

remornous <100 r/n u/uan TpomBoumTel <1000 x 109/




o6ycnoBsieHHbI A IumgaaeHo nanveu,
cnseHo -meranven U JIMM@POULHOI nponvugepayueis KoChHoro
mosra:

a) obwwme cumnnomsl, obycrioBrieHHble UHNDKCUKayueu,
paspacnuHue MUNeuKo3HbiX K/1ienbK B KOCHMHOM mo3re, cesieseHKe
(KoxHbI 3yA, Ninxopaaka,nonmmsochb, 6051 B KOChAX, cenieseHke U
nevyeHu),

6) ysesnindyeHue cesie3eHKU U NedYeHu,

B) nevikemmuyeckne UH@Ubhpami B Koxe (nevikemuabl ),

r) CUMMNOMbI, CBA3AHHbIE C yBesIMYEHUEM PeruoHAapHbI X
Jimmeammyeckuxysnos (MeaUachMHAsIbHbIX, Me3eHNepUasIbHbIX),
A) XapaknmepHbie U3MeHeHUsl B KOCHOM mo3re U nepugepuyecKoi
KpoBU.

a) rHouHo -BocNasINNesIbHbI X,
6) aymoummyHHbI x (aymoummyHHas remosiuhmyeckas aHemusl).



Kpurepun IHarHocTHKH.

L.

Abcomotustit impountos B nepudepuyeckoii kpou donee 5 I'/n; B Maske npeobnagator
jpenble  Maible JMMQOUMTBL, NPOUEHT MX NpeAWeCTBeHHHKOB (numdobnactos u

nponumdouuTos) He npepsimaer 10.

. B kocrHom mo3re 40% u Gonee numdountos.

. Xapakrepunlii  ummyHonoruyeckuit  denorun  B-numdoumro  (dxcnpeccns

CD5'CD19°CD20°CD22'CD24'CD25s1g'CD23")  u T-numdounros  (IKcnpeccus

CD2'CD3'CD7'CD5'CD4"CD8™).

. DKCIpPECCHs JIerkHX Lenei K WM A ¢ COOTHOIEHHEM K/A uim A/K >3.




[11.0cmomp u H

[IKootcHbie nokpoevl O1eOHOU OKPACKU,

[lygenuuenuvie aumgpom 1ble y NOOMbLULEUHbBIE )y

[lHocosbie KpOBOmMeEY€HUsly NOOKOJICHbIE cemoppazuu



JleikoUMTO3, A0COJIOTHBLIA JUM(POIUTO3.
Koau4vecTBO JUMGOLUTOB MOXKET
npesbimarb 5*109/1, nocruras 600-109/.
JIum@pouurTsl MaJibie, OKPyIiion popmel,
HUTOIIA3MA Y3Kasi, ¢j1a000azoduibHaA,
S1/IPO OKPYIJIOE, XPOMATHUH
KPYIHOIJIbIOYATHIM.
XapakTepHble NPU3HAKU — TEHU
borkuna—I'ymnpexra (mojaypaspyuieHHbIe
S1/Ipa JEUKO3HbIX JUM(POUUTOB),
HOPMOIUTAPHAA HOPMOXPOMHAS AHEMHUS,
PETUKYJIOLMUTO3, TPOMOOIIUTOIICHUS.



—White blood cell:
~Platelets

—Red blood cells
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U.S. Govt. has certain rights




CTHOI'O MO CTCH

MGpOoHUTOB

.B myHkrare Ko

YBEJIHUYEHHOE
(00J1ee 3(

JumM( (1)



e ———

Jamshidi
needle

£
L4

Ao

@ 2007 Terese Winslow
Walelall

US. Govt. has cettain righ



5. UmmyHo peHominuposaHue knemok KM v nepugepudeckoii kposu

Bbl ABSIslem crieyugpuyeckme UMMYyHoJI0ru4ecKkme mapkepsl
XapakmepHble ANS 0MnyxoJsieBblX Kehok.

[Momumo o6mux Ar B-mum@onuros (CD79a,
CD 19, CD20 u CD22) omyxojieBbie KIeTKH
npu XJ/IJI akcnpeccupyror Ar CD5 u CD23.
XapaKTepHa cj1adast SKCIpeccus
noBepxHocTtHoro IgM, sigD+/-. Ar CD 10 npu
XJIJ1 He 3KcIIpeccupyroTcs.



IIpu XJIJI xapakTepHa cjiadasi IKCIpeccusi NOBEPXHOCTHBIX HMMYHOIJIO0OYJIMHOB (
yame slgM, pexe IgM+IgD ¢ oAMHAKOBBIMU JIETKMMHU LENSIMH).
Hao0monaercss runmoraMmmaniooyJIMHeMusi CO CHUKEHHEeM KOHIEHTPAIUuU
HOPMAJIbHBIX UMMYHOIJI00Yy 1MHOB (IgM , IgG , IgA), uTo oTpaxkaer
HapylIeHHUe T'YMOPaJIbLHOT0 MMMYHUTETA U MOBBIIIAET YYBCTBUTEJIbHOCTD
00abHBIX XJIJI Kk nHpeknMamM

MoxHo oOHapyxuTh 0eioK benc-/[’)koHca B Mo4Ye, 3HAYUTEIbHO peke BCTpedaercsi
MOHOKJIOHAJIbHbIN MMMYHOIJIO0YJIMH B CHIBOPOTKE KPOBH



S414(VAK A

[Tpsimast mpo6a Kym6ca u
ELISA: npu ayTouMMyHHOM
reMOoJi3e — TIOJIOKUTEe/TbHAsT
npo6a Kym6ca, BeisiBieHmne
aHTUIpUTpOLUTAPHBIX IgG Ha
sputpouuTax. [Ipn
COITYTCTBYIOLeM
ayTOUMMYHHOM
TPOMOOILIUTOTIEHUH —
ENEIE
aHTUTpOMOOIMTapHBIX AT.






KomnbronepHaa nomorpagusa (KT) aaemso3moxHocm
o6Hapyxum ropaxeHue IMM@panMYecknx y3nos B rpyaHou
nosiochm U Xusonhe.

MarHunvo - pesoHaHcHas nomorpagua (MPT) ocobeHHo
flokasaHa rpuy UCcre0BAHUN FOJSI0BHOI0 U CMIMHHOMO Mo3ra.
Ynenpassykosoe uccnenosaHue (Y3U) nossosisemonmuymvm
onyxoJieBble U KUChD3Hble o6pa3oBaHUA, BbiSBUND MOpaXxeHUe
riovyeK, rnevyeHU u cesneseHKU, IUMPANNYECKUX y3JioB



mn = T M 4 M =

Ha panHeu craauu 00J1€3HM NP CTA0MJIbHOM
JIeHKOIUTO3e (He MpeBbINIAI0IIEM
20—30-109/1) 1eyeHue He MPOBOISAT.
Iloka3zano HaO/II0AeHHuEe, MePUOANYECKUH (pa3
B 3—6 MeC) KOHTPOJIb AHAJIN3a KPOBM.
Kpurepuu «CroKOMHOI0» TeueHusi 00J1e3HU
(

— NJIMTEJbHbIN
Nepuoa YABOCHUS JeHKOUUTOB, OTCYTCTBUE
JUM@aTCHONATHH.



Iloka3zaHuAa K HAY14dJ1Y JICHECHMUS .

pIIOsIBJIeHHE B-cuMnToMOB (JIMX0paaka, moxylaHue, NOTJIUBOCTb, B OTJINYHE
OT OTCYTCTBMS 3THUX NPU3HAKOB, YTO 0003HAYaeTCd A-CUMIITOMAMM),

D HapacTaHue JerukouuTosa 10 S0 109/1 u BbIlIeE,

DyBeJINYeHue JUM@Ooy3Ji0B,

DIIOSIBJICHHE I'eNaTOCIJICHOMEr aJInMm,

DAYTOMMMYHHBIX (DEHOMEHOB,

D YUALlleHHE U TAKECTb HH(PEKIMOHHBIX 0CJI0KHEHUM,

pDTPaHCPhopMALMA B 3JI0KAYECTBEHHYI0 JTUM(POUIHYIO OIYXO0JIb.




CrieriupryecKass XUMHAOTEPATIUSI.

1







1 IUHUA Tepanuu




darogapadun 25 Mr/m2
B/B (muHU 1-3), nukinodocdan 250
mr/mM2 (maE 1-3 + Ma0OTepa 375
mr/M2 (aeHb 1)) — 77% noaHbIX
KJIMHAKO-T€MaTOJIOTH4Y€CKUX
pemuccui 1 90% o0mux
OTBETOB.



MomnoTepanus Ma0Tepoii (pUTyKcHuMao)

— 375 Mr/m2 e;keHeneJLHO B
TeYeHHe 8 Hel PEKOMEH/I0BAHA B
KaueCcTBE NMEPBON JMHUAM Y
MAIACHTOB C PAHHUMM
craguamu B-XJ1J1.



J{J1s1 pe3MCTEHTHBIX K Tepanuu (GpJirogapaduHoOM

nanueHToB — Campath 30 mr, 1Ba pa3za B Hea x 12 Hex
B/B.
Yacrora nosaHbIX peMmuccuii — 19%, yacTHYHBIX peMuUCCHil

— 68%.

IIp1 yCTOMYUBOCTH K AJIKHUJIMPYIOIINM CPEACTBAM TAKKe

HA3HAYAKT KOMOMHAIMIO NIPEnapaToB

BKJIIOY ALY HUKJI0(ochamu

(750 mr/m2 B/B B 1 1ennb), BUHKpucTuH (1,4 Mmr/m2 B/B B 1
JIeHb ), MPEIHU30J10H B 103¢ 40 MI/M2 BHYTPb B TeYEeHHE S
JTHEH.



/

= [Ipyrve nommMxumMuoTeparneBTUYeCKUe CXeMbl

BHUHO/IAaCTUH 10 MT/
TO BUHKPHCTHHA),

IIMH 50 MI'/N
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SO HOT “,)Jf G C T l,)/h'l:frl:’rl/l"l/l J’UJ‘JQJ‘UUIJJ] DHBIKES
ZHIVIET) CETETY [VIBHO YHYTOXAIOT: OMYXOMEBbIE KNETKHY,

H [1U3Y L] '310P0BbeE,

SBIGOKOB0/Has X/IMVIOTEDaNWS C TPaHCTINaHTALMe

| ,)w:ru)r" 51X CTBOMOBBIX KNETOK,

J1jes? 329 TEPanyiA B KayecTse BCOMOraTenbHOro MeTosa
}Jf' HaMuM 6oMbLLON OMYXONEBOI MaCChl,

*,CI'U'IGHBKTOMVIH 1PY 3HAYUTENBHOM YBEUYEHNI OpraHa




‘,):‘,’.',rlflzl HO9BOAE leJrJUr [ /J"/Larlll UJ”.JILJL’ A0C JPU.;J]‘] BIMY.

......

ZROMAAMY J;uy €/1bH0 Kopoye (7,7 1ieT), Yem 63 TaKoBbIX (A0
ISYIET)) , 1.,
SOSHMONHBIE éayanaTbl JNIEYEHWS C YYETOM:
FIO)1leh) ,Ja‘ V ccua

A,J,u,ﬁ MUCCHS,
= Cid0)! 5HOE COCTOSIHVE

Q e_,_ccupylou;ee 3abonesaHue







