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Xponuueckui 1umoneixos

Onpeoenenue

* KnonanpHoe auMdonpoaudepaTuBHOE HEOIJIACTHYECKOE 3a00J1eBaHKE,
XapakTepusytomieecss mnponudepaned M yBeIMYeHHEM B Iepudepuueckoil  KpoBH
KOJIMYECTBA 3pelblX JUM@POIMTOB Ha (PoHE IUMPOIUTAPHOU HHPUIBTPAIUA KOCTHOIO
MO3ra, TUM(aTHIECKUX y3JI0B, CEIE3EHKU U JPYTHX OPTaHOB.

Inuoemuonozusn
e 3abosneBaHue peructpupyercs ¢ yactorou 2,7: 100 000 HaceneHus.

*  Myxuusasl Oosneror B 1,5—2 pasa daie, 4yeM JKCHIIUHBI. B OCHOBHOM O00JI€3HB NrOACH
MOXKWJIOTO BO3PAcTa, CPEeIHUM BO3pacT 3a0o0JieBIIMX cocTaBisier 65—69 net. bonee 70%
3a0oi1eBaroT B Bo3pacte crapiie 60 iet, meHee 10% — mo 40 mer.

Imuonozus
i BTHOHOI‘I/IH Ha I[ﬂHHBIﬁ MOMCHT HCI/I3BGCTHa;

* B Hacrosimee BpeMs HE acCOUMUPYETCS C BO3JACHCTBUEM HWOHU3UPYIOLIEH pajualuu,
JIEKapCTB, XUMUYECKHUX BEIICCTB;

* HauGosee oueBuHA POJIb BUPYCHOM HH(DEKIUK (peTpOBUPYCOB, DniTeiH-bappa);
e T'enernueckue anomanuii (y 50% OonbHbIX aHOMaTUU B oOnactu 12, 13, 14-i1 xpomocom);
* Yacrora pazsutusa XJIJI B cembe, rae ecth 00sbHbIE ¢ XJIJI B 30 pa3 Bolie.



Knaccugukauus

Craguu XJIJI o Rai (1975) Craguu XJUJI mo Binet (1981)
Conepxanue reMoryIoonHa OoJtee
Tonbko muMdornTo3 B kpoBu Oosee 15,0109/, P
o 100 r/n1, TpomboniuToB 60see 1002109/,
B KoCTHOM Mo3re — Oomnee 40%; mporuos —
Cragusa 0 . Cramuss A |yBenuueHue JMMQPATAYECKUX  Y3JIOB
XOPOIIHUH, MPOAOKUTEILHOCTD KU3ZHU
o B 1-2 oOnactsx; MeInaHa
COOTBETCTBYET MOMYJISLIUOHHOM
BEDKHBAEMOCTH — KaK B TOIYJISIIMH.
Coneprxanue reMOTJIOONHOB
UlumboruTo3  coderaercss € yBEIMYCHHEM
M TPOMOOIIUTOB ~ BBIIIE  TE€X K€
MM OY3IIOB; .
Cramus 1 . Cragus B [nokasarenei, HO TuM(DOY3IIbI
MpOTHO3  —  TMPOMEXKYTOYHBIA,  MeauaHa
yBeIM4YeHbI B3 umOojee 00macTax;
BBIKMBAEMOCTH — 9 J1eT
MeIMaHa BBDKMUBAEMOCTHU — 7 JIET.
UlumbormTos +  cruieHoMeranuss W (WIJIH)
YBEIMYEHUE TIEYEHU, HE3aBHCUMO OT pa3MepoB
Cramgus II {mumdoysnos; _ _
MpOTHO3  —  TMPOMEXKYTOYHBIA,  MeauaHa
BBDKMBAEMOCTH — 6 JIEeT
ConmepxaHue  reMonIOOMHAa  MEHEe
JIMMQOLMTO3 ¥ CHUKEHHUE YPOBHS T€MOIIIOONHA 100 r/n,  TpomMOOIMTOB —  MEHee
meHee 110 r/1, He3aBUCMMO OT YBEIMYEHUS 100+109/1 mpu m000M KOTUYECTBE 30H
Cramus 111 Cramus C
TM(OY3IIOB, CEIEe3€HKH, IMEYEHU; MPOTHO3 — C YBEJIMYEHHBIMU y3JIaMU U HE3aBUCUMO)
[JI0XOM, Me/IhaHa BBLKMBAEMOCTH — MEHEe 3 JieT| OT YBEJIIMYEHUS] CEJE3CHKU W IECUCHH;
MeIMaHa BbKUBAEMOCTH — 2 roJia.
UMb ormTo3 TII0C TPOMOOITUTOTICHHST HIDKE
1002109/, HE3aBUCUMO OT aHEMHUH U Pa3MEPOB
Cramus IV ’ P P

TM(OY3IIOB, CENE3CHKU | MEUEHU; MPOTHO3 —
IMI0XOM, MeIMaHa BbDKUBaeMocTu — 1,5 roga




Knunuueckan KapmuHa

I. T'unepnnacmuueckuil, unu JaumeonpoaugepamusHnovlii (céa3annvliic. ¢  poCcHMoOM

onyxo.nu):
VBenuuenue mnepudepudecKUX U IMEHTPATbHBIX JUMQOY3JIOB(dIaCTUYHO — TeCTOBaTas

KOHCUCTEHIIUS, 0€300J1€3HEHHBI, HE CIMAsHbl C KOXKEH U MEXKIy COOOU, HE M3BSA3ZBIIIOTCS U HE
HarHauBaroTCs);

Otexku 1meu, Jui@a, pyK — MOSBISIOTCS MPU CHABICHUUA YBEIWYECHHBIMH BHYTPUTPYAHBIMH
auM@oy3JiaMu BEpXHEH TMOJOM BeHbI (COCYH, MPUHOCAIIMN KpPOBb K CEpAIly OT BEpXHEU
MOJIOBUHBI TEJA);

BboJib 1 TSKECTh B JIEBOM BEPXHEW 4aCTH KMBOTA (CIIJICHOMET TN );
[TapannensHOE YBETHMYCHUE TTIEUCHH B CEIC3CHKU(— aHEMHUS H TPOMOOIIUTOIICHUS);

Nuadunsrpanus Bcex otaenoB u  opraHoB  JKKT(s3BbI, KpoBOTeUCHHE, IUCIICTICHS,
MaJIbaOCopOIIHs);

Nudunerpanmst nerkux(mueBmonuu, JH 10 pecTpuKTUBHOMY THIY, OYE€Hb YacThIe
BOCTAJIUTEIbHBIC MPOIIECChl, GMOPHUHO3HBIN MU AKCCYIaTUBHBIN TIJICBPHUT);

Nudunprpanus BceX OTAEIOB HEPBHOW CHUCTEMbI(MEHUHTUT, MEHMHTOAHIEe(aNHT, mapamny
UMH);

NudunpTpanys npoBOJsIIed CUCTEMBI cepata(MUOKapAuoaAUCTpodusi, pa3TudHbIe HAPYIICHUS
cepaeuHoro putma u AB nipoBoguMOCTH);

HOHI/IOpFaHHaﬂ HEAOCTATOYHOCTD.

II. Hmmynooepuuyummnbwtit (cunopom ungexyuonnsix ocnodxcnenuir): IlprcoemuHeHne T00bIX

uHpekuit (O0akTepus, BHUPYC) CBSA3aHO C HEIOCTAaTOYHBIM OOpa30BaHHEM HOPMAJIbHBIX
JICUKOIIUTOB 00ECIIEUNBAIOIINX 3aIUTY OT MUKpOoOpraHu3MoB. Ha doHe n3mMeneHnne uMMyHHOMN
CUCTEMBbI OpraHu3Ma pa3BUTHE AyTOUMMYHHOU reMOJIMTUYECKON aHEMUHU, TPOMOOIIUTOTICHHUH.



1. HumoxkcukauuoHuvlii CUHOpOM (Ompaejienue op2anu3ma npooyKmamu pacnaoa
onyxo.nu):

*  Bripaxxennas o01ias ciaboCThb;

*  YTOMISIEMOCTD;

 (CHmXeHHE MaCCHI TeJIa;

* TloTauBOCTB;

* lloBbllIEHME TEMIIEPATYPHI TEIIA.

IV, Anemuueckuit cunopom:

* (CnabocTh, CHUKEHHE PabOTOCIIOCOOHOCTH;

* TOJIOBOKpYKEHUE;

*  OOMOpOYHBIE COCTOSAHUSA,

* Ilym B ymax, MeJIbKaHHE «MYIICK» Iepe/ I1a3aMHu;

* Ogppliika 1 cepaneOueHne Npyu HE3HAYUTENBHON (PU3UUECKON Harpy3Ke;

* Komromiue 6011 B TpyIHOM KIIETKE.

V. 'emoppacuueckuii cunopom (Haauvue KpoBOUNTUAHUI U KDOBOMEYECHUIL):

* IIpu xpoHHueckoM JIUM(}OIEIKo3e OOBIYHO CJ1a00 BBIPAXKEH.

*  Bo03MOXHBI: TOAKOKHBIE U TMOACIU3UCTHIE (HAIPUMED, B TIOJIOCTU PTa) KPOBOUIIUSHUS;

° I[GCHCBI)IG, HOCOBBIC, MATOYHBIC 1 IPYTHUC KPOBOTCUCHUSI.



Muenozpamma

Breipaxennas naumpouanas uHuiasrpanus. Jlumdorutel cocraBmsitor 6omee 30%
(maorma 50-60% u maxke O60bIIIE) OT OOIIETO KOJUYSCTBA MUEIIOKAPHUOITUTOB.

B III ctaguu no Rai Ha ¢poHe nuMdonaHol MHOUIBTpAUU YTHETEHUE SPUTPOUTHOTO
pocCTKa.

IV cragnu — yrueTeHre MerakapuouTapHOro pOCTKa.
3HAYUTEIbHOE YMEHBIIICHUE KOJITNYECTBA KJIETOK I'PaHyJOLUTAPHOIO psiaa.




I'emozpamma:

KomuuectBo netixkoruros ot 50x10%/1 1o 100

x10%/1 n maxxe 200x10%/m;

Pe3koe yBenmueHue konuuecTBa JIUMEGOIIUTOB
ot 10 10 100 x 10%/1 wu 10 80-90% B

nerkonuTapHon popmyie;

Knerku borkuna-I'ymnpexra—
MOJIypa3pylIeHHbIE A]ipa JIUMQOILIUTOB;

Hopmoxpomnas HopMouuTapHasi aHEMUS;

PGTHKYHOHPITBI HOPMAJIBHBIC WJIW ITIOBBIINICHHBIC,

TpomOonuTONIEHUS;
Veeanuenue COD.

Ilpumep:
*DpurporuTsl — 3,6x10'%/1
*Hb -105 r/n
*[IB- 0,87
*I'emarokpur — 0,42
*MCV - 85dm
*MCH - 28nr
*MCHC - 32%
*Petukynouutsl — 1,1%
«JleiikormThl — 88,2x10°%/1
*[Tanoukosiaepusie — 1%
*CermenTosiepubie — 27%
*303uHopuIsl —1%
*bazoduier — 0%
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B nopme Hpu XJUT



Hmmynogpenomunuposanue

B 95% cnyuyaeB XJIJI umeer B-kiaeTouHBIE MMMYHOJOTHYECKUN (PEHOTHUIT C 3KCIpEecCcUei

MOBEPXHOCTHBIX B-knerounsix antureHoB CD 19, CD20, CD24, CD79a u akTHUBaIllMOHHBIX
anturenoB CD5, CD23, CD43;

Okcrnpeccusi CDS cuuraercss 00s3aTebHON JJIsI UMMYHOJIOTHYECKOTO TOATBEpkKAcHUS B-
XJII;

Opnako onucansl penkue Hadmoaenust XJIJI (7%) ¢ orcyrctBuem CDS Ha B-numdonurax;
CD23 wucnonb3ytor s auddepenunansHoit auarHoctuku B-XJIJI u  neiikemuzanuu

TUM(OMBI U3 KJIETOK 30HbI MAHTHH JTUM(ATUUECKOTO y3Ja, uMeromei ananoruunbii B-XJIJI
UMMYHO(EHOTHII, HO 0e3 3kcrnpeccun CD23;

s XJUJI B ominmyue oT HOpMalibHBIX B-nuMmdonutoB u auMdocapkoM XapakTepHa ciabdas
AKCIIpECCHs] TOBEPXHOCTHBIX HMMYHOIIOOyNMHOB (wamie slgM, pexe IgM +IgD c
OJIMHAKOBBIMU JIETKUMH LIETISIMU).

Ilumozenemuuecme uccneoosanue

del13ql4 BeisBhseTcs B ~55 % ciydaeB, JelelUs MOXKET OBbITh MOHO- W OHWaJICIbHOM,
3a0oseBaHre, KaK MPaBUIO, JUATHOCTUPYETCS HA paHHEW CTaJuM U PA3BUBAETCA MEIJICHHO,
POTHO3 OJIArONPUSITHBIN;

TpucoMust o Xxpomocome 12 BeisiBiisieTcs B ~15 % ciaydaes, IPOrHO3 OOBIYHBII;

delllq BeisiBiIsIeTCs B ~15 % ciydaeB, 00J1€3Hb JUArHOCTUPYIOT Ha O0Jiee MO3HUX CTAAUSIX,
BBIIIIE BEPOSITHOCTh TMPOSIBICHUS KOHCTUTYIIMOHAJIBHBIX CHUMIITOMOB, O00J€3Hb OBICTPO
POTPECCUPYET, MPOrHO3 HEOIAroNpUsITHBIN, JaHHAS MYyTalUsi MOXET aCCOIMUPOBATHCS C
PE3UCTEHTHOCTHIO K AIKUJIMPYIOIIUM XUMHUOIIpENaparam;

del6g21 xapakrepusyercs HEOIArONMPUATHBIM TPOTHO30M.



Jleuenue no npomoxosny

JEYEHHE PAHHHUX CTA/IHU X1/ BE3 IIPH3HAKOB ITPOTPECCHPOBAHHA (CTA/TUH A H B 110 BINET, CTA/THH 0-11
110 RAI)

Tepanus pannux craauii XJIJI He yBenuuuBaeT BebKUBaeMOCTh. CTaHIAapTHAs TAKTUKA IIPU PAHHUX CTAAUSAX — CTPATErus
«watchandwait» (anmi. HaOmomate U knaath). KOHTponbHOE KIMHUKO-TaboparopHoe oOcienoBaHuEe C 00sS3aTelbHBIM
uccaenoBanueM pazsepHyToro OAK nomkHO npoBOAUTHCS Kaxable 3-6-12 mecsies.

JEYEHUE ITPOJIBUHYTBIX CTAJIHH X/IJI CTA/IHH A F B 110 BINET C ITPU3HAKAMHU AKTUBHOCTH, CTA/THA C 110
BINET: CTAZTHH 0-11 110 RAI C CUMIITOMAMMH, CTAZIUHU ITI-1V 110 RAI

B nanHO# rpynmne y manuMeHTOB MMEIOTCS MOKa3aHMs K MPOBEACHUIO XUMHOTEpanuu. Y maiueHToB mMonoxe 70 jer 6e3
COMYTCTBYIOIIMX 3a0oneBaHuid Tepanueil mepBoit nuHMHM sBisitorcss FCR - (Omymapabun + Hukmodpochamun +
Putykcumab), BR (bermamyctu+Purykcnmab). [lenTocTaTnH n KIIaApuOWH MOTYT MCTONIB30BAaTHCS B KaueCTBE TEPAITUU
nepsoit muaun XJ1JI, Ho komOuHanmsa FCR sBnsercs 6onee npeanourutenbHoil. cnons3oBanne bengamycTiHa B coctaBe
NIEPBOH JIMHUM TEPANUM SBISIETCS MEHEE TOKCHYHBIM BapuaHTOM JiedeHus B cpaBHeHuu ¢ FCR, Oonee apexTruBHBIM, deM
XnopaMOyLua 1 MOKET ObITh PEKOMEHI0BAHO MPU HAIMYMU IPOTUBOMNOKa3aHUM K PnynapaOuHy.

VY mamuentoB crapuie 70 JeT W/MIM C TSDKEIBIMU COIMYTCTBYIOIIMMHU 3a00JIEBaHUSIMH CTaHIAPTHOW Tepamuen mepBon
auHUKA  gBhsieTcss XuopamOyrmuia. HawnOonmee dYacThiMM  ajbTepHATHBAMH MOTYT OBITh beHZaMyCTHH, MOHOTEpamwus
Purykcumabom.

JEYEHUE PEITU/IHBOB U PE@PAKTEPHbBIX BAPUAHTOB XJL'T

[Ipu peumpue XJUJI, ecnum oH mpoucxogutT uepe3 12-24 mecsauna nocine MoHoTepanuu win 24-36 MecsleB Moclie
XEMOMMMYHOTEPAIMKA, MOXKET OBITh TOBTOPEHA TEparus MEePBOM JIMHUHU, HA KOTOPOW OBLI JHOCTUTHYT OTBET. B ciydae
pedpakTEepHOCTH K TEparnuu MEepBOW JIMHUU WU PEIUIMBE PaHEE YKAa3aHHBIX CPOKOB MPOBOJST JICUCHUE MO OIHOMY W3
Salvage-pexxumoB (anr. Cnacenue). M3 Salvage-pe:xuMOB B 3aBUCUMOCTH OT KJIMHHUYECKOW CUTYallMd PEKOMEHIYIOTCS
CIIEYIOLIHE:

AnemTy3ymMab ¢ mocleAyromeld alJoreHHOW TpaHCIUIaHTAllMed KOCTHOTO MO3ra y (pU3WYECKH COXPAHHBIX MallMEHTOB
MOJIOAOTO BO3pAcTa, UMEIOLINX OTEHIIMAIBHOTO JIOHOPA;

Tepanus no cxeme FCR y nmanueHToB, NOTYYUBIINX B IEPBOM TMHUY JIeUeHHE, Oa3upyroleecs Ha aJKUIUPYIOLIEM areHTe;
bennamycTuH-conepxaliuii Kypc JUisl MalueHToB, HedyBCTBUTENbHbIX K FCR wmiam Qu3nuecku HecocToSTENbHBIX 0O€3
del(17p).

AnoreHHasi TPaHCIUTAHTAIMSI KOCTHOTO MO3Tra SIBISIETCS OCHOBHBIM METOAOM JICYCHHS TPU PEePpPaKTEpPHOCTH W/WIN
Bapuantax ¢ del(17p) u myranusmu p53. AyTosiorudHas TPaHCIUIAHTAIMS HE YIAy4IlaeT Pe3yabTaTbl B CPABHEHUU C
XeMOMMMYHoOTepanuei. DPPEeKTUBHOCTh KOHCOIHMIAINN WM MO Iep kuBaromiei repanuu npu XJIJI Hemokazana.



I'pynna nanueHToB

[Tarmentsr Monoxke 70 et 1 0e3 THKEIBIX
COITyTCTBYIOLTUX 3a00JIeBaHUI

[TarmenTs! ctape 70 set, uiau ¢
TSDKEIBIMHA COMTY TCTBYFOIIIMMHU
3a00JI€BaHUSIMHA

IlepBasi TuHMSA Tepanuu

XeMOUMMYHOTEPAIIHS;
@nynapabun + Lukmodochamuy +
Putykcumab (FCR);

Onynapadbun + Putykcumab (FR)
[TenTocrarun + Luknodochamun +
Putykcumab (PCR);

benpamyctun + Putykcumab (BR);
O6unyTy3yMab + XaopamOymuII.

O6unyTY3ymMad+ XnopaMOyIu;
Purykcumad + XmopaMOy1mit;
benmamycrtun (70 mr/m2 B 1 nukiie ¢
noBbIIeHreM 10 90 mMr/m2) +Putykcumad
(BR); Huxnodochamun+IIpennnzonon+
Purykcumao;

Onynapabun+Putykcumad; Kimanpuous;
XnopaMOyIIHJI.

Tepanus npu peuuause/ pedpakTepHOCTH

No6pyTnHUO;

Nnemnanucud + Purykcumao;

FCR;

PCR;

bennamyctun + Putykcnmao;

Onynapabun + AneMry3ymao;

R-CHOP (ITuxnodochamun, JJokcopyOuruH,
BunkucrtpuH, [Ipeaausonon);

OFAR (Oxkcanumuiatus, @nynapabus,
[urapaOun, Putykcuma0);

Odarymymao;

Jlenamumomun + putykcumad; AneMTty3ymao+
pUTYyKCHUMAO;

Bricokue 10351
METHINPEIHN30I0Ha+PuTyKCMa0.

No6pyTnHuo;

Nnenamucud + putykcumao;
FCR c penykmuei n103br1;

PCR c penykiuei n103b1;
bennamyctun + purykcuma0;
Bricokue 1035l
METHIINPEIHN30I0Ha+PuTYyKCMa0;
Purykcumad + XmopamOymmi ;
Odarymyman;

Jlenanunomup + puTykcumMao;
AnemMTy3ymad+ puTyKCHUMao;



OcHoeHble cxembl xXumuomepanuu XxpoHU4e€CKo2o fluM¢0Jlel?K03a

[Ipemaparsr Pexxum BBeneHUA

DOaynapadun+lukiaopocpamua+Purykenmad 1 pas3 B 4 Henenu X 6 KypcoB
(FCR)

=  OnymapabuH 25 mr/m2 B/B 1-3 quu

= [uxmodochamua 250 mr/m2 B/B 1-3 muu

» Purykcuma0d 375 mr/m2 B/B B 1 nenb 1ro kypca, 500 mr/m2
B/B B | neHb 2-6 KypcoB

IHuknodochamua + BunkpucTun + 1 pa3 B 3 Heaenu 10 18 mecsiies

Ipennusonon (CVP)

» [Muknodocdamun 300 mr/m2 BHYTpPS 1-5 nHH

» BunkpucTuH 1,4 Mr/m2 (max 2 mr) B/B 1 eHb

» [Ipennusonon 100 mr/mM2 BHYTpPSH 1-5 nHH

benpamyctun+Purtykcumad (BR) 1 pa3 B 4 Hegenu X 6 KypcoB

» beHaamyCTuH 90 mr/m2 B/B B Teuenue 30 muH 1-2 qau 1 pa3 B

Mecsl X 6 KypcoB

= Purykcumab 375 mr/m2 B/B B 1 nens 1ro kypca, 500 mr/m2
B/B B 1 ieHb 2-6 KypCOB.



Bonocamoknemounnwiit neiikos

Onpeoenenue

Xponudeckoe auMmponponudeparuBHoe 3adoneBanue, B 1958r B.A. Bouroncle u coaBTOpbl BBIACINI U3
XPOHHUYECKOT0 JUMQOJIeiKo3a B CBA3U cO cBOeoOpa3zueM MOp(OIOTUuH, KIMHUYECKOTO TEUEHHS U TAKTUKU
neyeHus. 3aboneBaHre IPOTEKAeT ¢ BOBIEUEHUEM KOCTHOTO MO3Ta, CeJIE3eHKH U MIPOSIBIISIETCS LIMTONIEHUEH,
cruieHoMeranuei. OcoOeHHOCThIO 3a00J1€BaHNUS ABIISETCS MPUCYTCTBUE XapaKTEPHBIX JIMM(POUIHBIX KIETOK C

«BOPCHHYATOI» MOpdoorreit 1 0CoOObIM UMMYHO(DEHOTUIIOM.

Inudemuonozusn

B eBporneiickux ctpanax u CeBepHoil AMEpHUKE Ha €ro JoJIt0 puxoautcs 2 % oT Bcex Jieiiko30B. Exxeronnas
3aboneBaemocth coctapiseT 1 Ha 150 000 nacenenus. B CIILIA ormedens! mpeoOiananue cpenu O0IbHBIX
€BpEEB alllKeHa3U U PEIKOCTh 3a00JIeBaHUS CPEN TEMHOKOXKUX. B SIMOHUYN BOJIOCATOKIIETOUHBIH JICUKO3
BCTPEUYAETCS OYEHBb PEIKO. BoseIoT IMaBHBIM 00pa30oM JIFOIU CPEHETO U MOXKHIOT0 BO3pacTa, CPEIHUM BO3pacT
3a00meBmKX cocTapnsgeT 50 jet, XoTa onrcaHo Hadano 6osne3nu B 20- u 80-1eTHEeM Bo3pacte. Oxomo 80 %
00JIBHBIX—MYKUMHBI, OHU 3200JIeBalOT B 4—O6 pa3 yaille, 4eM >KEHIIUHBI.

Imuonozusn
DTUONIOTHS HEM3BECTHA, BOBMOXKHBIC (DaKTOPHI:
*  BiusHHE HOHU3UPYIOLIETO U3IIYUYEHUS,
* TeHeTndeckue U HACIEICTBEHHBIE (PAKTOPHI
*  Kypenue;
*  IIpexnonnsiit Bo3pact (mocne 50 ner);
*  JITUTENbHBIA KOHTAKT C TIPOMBIITUICHHBIMA TOKCHYECKUMH XUMHUECKHMH BEIIICCTBAMH.



Knaccuueckuit  eapuanm BOJOCATOKIETOYHOTO JIEMKO3a, XapaKTEPU3YIOLIETOCs
JEHKOTICHUEN U, KaK MPaBUJIO, HEOOJBIINM KOJIMYECTBOM MATOJOTMUYECKUX KIIETOK B
KPOBH, CYIIECTBYET JIEUKEMUYECCKUI BAPUAHT C KOJIMYECTBOM JIEUKOIUTOB OT 10—15
109/n mo 40—60 + 109/m W KOMWYECTBOM TMATOJOTHMYECKUX KJIETOK B KpOBH,
nocturaronmm 60—95 %.

Jleiikemuyeckuii  eapuanm  BOJIOCATOKIETOUHOIO JIEMKO3a O00O3HA4YaeTcs Kak
BApUAHTHBIA  BOJIOCATOKJIETOUHBIN Jeliko3 — HCL-variant. Ha BapuanTHbIN
BOJIOCATOKJIETOUHBIN JIeiKo3 mpuxoauTcs He 0osee 10 % oT Bcex cityyaeB 3a001€BaHuUs.
[Ipu 5TOM BapuaHTE€ HE BCErJa HUMEETCS aOCOJIIOTHAsl TPAHYIOIUTONEHUSI U PEIKO
BCTPEUAETCSI CTOJIb OOBIYHAS JJIsSI KJIACCUYECKOTO BapraHTa MOHOIIMTONEHUS. AHEMUIO
Y TPOMOOITUTOTIEHUIO OOHAPY>KUBAIOT MOYTH Y BCEX OOJIbHBIX.

Anonckuit  eapuanm BOJIOCATOKIETOUYHOIO JIEHKO3a OTIMYAIOTCA CBOEOOpPA3HOM
Mopdosiorueil. OHM KpyIHbIE, ITUPOKOIIIa3MEHHbIE, C KPYIHBIM SIAPOM 0€3 HYKJICOJL.
BosocsiHble OTPOCTKM IUTOIUIa3Mbl B 3THX KJIETKAaX OYEHb HEKHbBIE, OOBIYHO ILIOXO
BUJIHBI TIPY OOBIYHOW CBETOBOM MHUKpPOCKOINHH, Kucias ¢ocdaraza B JEHKEeMHUUECKUX
KJIETKaX COJIEPAKUTCA B HEOOJIBIIIOM KOJMYECTBE U HEPEAKO MOJHOCTHIO MHTUOUPYETCS
HaTpusi TapTtparoM. [laronorudeckue KiIeTKd UMEIOT B-kieTouHbli UMMYHO(EHOTHIL,

HO, TaK X€ KaK IPH BApUAHTHOM BOJIOCATOKJIETOYHOM JIEMKO3€, HE DKCIPECCUPYIOT
CD25 u CD103.



Knunuueckasn KapmuHa

Lilumghonponughepamuenwiii CUHOPOM:
nuMbaIeHOTIaTHH U CIIJICHOMETaluu;

1. HnmokcukauyuoHHblil CUHODOM;

I 1. Ummynooepuuummnotii CUHOPOM,
MPOSIBIISIONIAMCS YaCThIMU MH(MEKIUIMU;

IV.I'emoppazuueckuit cunHopom—
MOBBIIIEHHAS! KPOBOTOYHNBOCTb;

V. Anemuueckuit cunoponm.

HonmanbHana cenezeqHKa Cnnenomeranus .

CumnToMbl AHEMUN
Mosar

KPACHbBIM = NPU

TAXENON AHEMUMN
-YcTanocTb
Fnasa - 0NOBOKPY)XEHME
-MoxenTenne oy -OsMoPOK
Koxa Z KPOBEHOCHBIE
N cocyabl
-MoBneaHEHME L -Hu3KOE KPOBSIHOE
-MoxENTEHNE < e A AABNEHWE
- XonoaHAs ' ~ CEPALE
D bIXAHUE ~ -CEPAUEBMEHME
- YYAWEHHUE

- OablwkA CEPAEYHOrO PUTMA
M - -Bonb B reyam
bl LI L bl -CTEHOKAPAUS

- CnasocTb . -Bonb B cepauE




Yacmoma ecmpeuaemocmu KAIUHUKO-1A00PAMOPHBIX
nposaenenuit BKJI:

* Conenomeranus - y 80% nanueHTos.
e Jlenikonenus —y 70% mamyeHToB.

* Helitponienus - y 75% nanuueHToB.

* MoHomuronenus - y 90% manueHTos.

* «Boaocareie» auMdbonuThl B Ma3kax mepudepuyeckoil KpoBu - y 95%
MaICHTOB.

» TpomOonuTonenus - y 80% MaueHToB.

* Auemus - y 70% mamueHTos.

« AOnoMuHanbHas aumdaaeHonatus - y 15-25% nanueHToB.
* MoHokJIOHasbHas ramManarus —y 10% nanueHToB.



I'emorpamma

IIpumep:
12 + KommuecTBo nefikonnToB Hike 4 ¢ 10%/1
* DputpouuThl — 3,6 * 10°“/n
. 1Ib 90 1/ * Peskoe yBenuuenue konudectsa JumdornutoB oT 10 1o 100 x
A 10°/n umu 10 80-90% B neiikonurapHoii Gopmyie;

* IIT— 0,81 * HopmMoxpomHas HOpMOIIUTapHAsl aHEMHS;
* Perukymnormter — 0,5 %o * PeTHKyIOLUTE HOPMAIbHEIE WU IOBBIIIEHHBIE,
* TpomGomuTer — 70 * 10°/n  TpomOomuUTONECHUS;
o JlewikoruTel — 2.9 « 10%/1 e VBenunuenue COD.
* Do3unopuibl — 1%
[I/a— 1%
* Cla—30%

* Jlumdouutst -53%
* Monormutsel — 1%
*COD — 17 MmM/u

BonocatokneTouHsIn nemnkos

3aknwouenue:  HOPMOXpPOMHASI,
HOPMOITUTapHAsI aHeMHUS,
JICHKOIICHMS, JUMGbOLIUTO3,
HEUTPOIICHUS, TPOMOOITUTOTICHHSI,
noBeimenHoe COD




Mopghonozun «eonocamoir) Kjiemku

[Murorurazma CBETJIOIO
CepoBaTo-roayoboro  IBeTa,

OfHOpoAHas  (TpaHyJbI ' ‘

OTCYTCTBYIOT).

O0bem e¢ BapuabesieH Ha ,‘.

ITOBCPXHOCTHU OHUTOJICMMBI ‘
NMCIOTCA MHOT'OYHCJICHHBIC
OUTOIIIIa3MAaTHUYCCKUC
BBICTVYIIbI, ITOXOXHUC Ha N
B3bCPOIICHHBIC BOJIOCHI. . ‘
K

dopma sapa pasHoOOpasHa: ’_‘
OKpYyTIJIasi, OBajbHAas,
000OBUIHAA.

XpomaTuH PBIXJIBIH,
CTPYKTYypa €ro HeXXHasl.



Hmmynohenomunuposanue: sig+, CD19+, CD20+, CD79a+, CD22+,

CD5-, CD23-, FMC7+, CD1l1c+, HC2+, CD103+, CD25+, CD10-.

Hmmyuozucmoxumu YecKoe UCC1e008AHUE GronTara KOCTHOTO MO3ra

C HaOOpOM MOHOKJIOHAJIbHBIX AHTUTEJN, MOATBEPXKAAIONIUX B-KIETOYHBIN XapakTep
auMdonpoardepalii U BBISBISIOMNX CHEUU(PUUECKUE ISl BOJOCATOKJIETOYHOIO
neriko3za mapkepsl — DBA. .44, antu-TRAP (9C5), CD25, CD103, CDlIc.

IHumoxumuueckoe uccieooganue:

Peakiusi Ha NIMKOTEH MOJIOXKUTEIbHAS, OH pacioyiokeH TUu(dy3HO-TpaHyIsIpHO.
['panynsipHas, momoOHO  cepmy BO3JE siapa, peakius Ha OyTuparicrepasy.

Apkas nuddys3Has peakius Ha kKuciayro ¢docdarasy, He IoaaBiseMas HaTpus
TapTPaTOM.

[HonoxutenvHast nuddysHas peakuus Ha o - HaQTUIACTEpa3y, HE MOAABIsIEMas
HaTpus GTOPUIOM.

Ci1a0o0 MONOoXKUTENbHAS peaKIUs Ha XJIOpaleTaracTepasy.



IHumozenemuueckoe uccieoosanue

IIpu BKJI B 95% cnyuaeB BeiBmsgercs myrtanus BRAF V600E, koropas
OTJIMYAET €ro OT Apyrux B kietouHbix mumdbnpoiudepaTiBHbIX 3a00I€BaHuM, a

TaK>Ke OT BapraHTHOU opmbl BKJI.

DTa MyTalusi MOXET ObITh BBISIBICHA METOJAOM MOJUMEPA3ZHON IEMHON pPEaKuu
(ITLIP) B kJIE€TOYHBIX OOpa3lax KPOBH WJIM KOCTHOTO MO3ra, WIH MOpH

HNMMYHOTHCTOXUMHUYCCKOM HUCCIICJOBAHHUN C COOTBCTCTBYIOIIIUM AHTHUTCJIOM.

DTO0 HccIen0BaHNE OTHOCUTEIIFHO HOBOE, HO BKIIIOUCHO B CIIMCOK HEOOXOIMMBIX,
IIOCKOJIbKY TIO3BOJISIET TOYHEE NpoBOAUTH AuarHocTuky BKJI u sBasercs

MHUIICHBIO VIS HOBOT'O TCPAIICBTHYCCKOI'O I1OAXO0Ja B JICUCHHUU

PE3UCTEHTHBIX (POpM 3a00JICBaHUS.



Juaznoz BKJI cuumaemcs ycmaHo8/1eHHbIM RPU
HATUYUU CT1eOYIOUUX OAHHBIX:

Bopcunuateie nuM@ponuThl («BOJIOCAThIC KJIETKHW») B KpPOBU W/WIU
KOCTHOM MO3TE€.

ITonoxxuTenbHas peakius BOpCUHYATHIX JUMpouuToB Ha TRAP.

NMmmyHOpeHoTH JTUMQOUIHBIX KIeTOK, cneurduunbii gis BKII:
kiIoH B-nmumdonuros (k nim A), skcnpeccupyromux Mapkepsl CD19,
CD20(sapxo), CD22(sipko), slg, CD25, CD11c; CD103, FMC7, CD123,
CD835; orcyrcTBue s3kcnpeccun mapkepos CDS, CD10, CD23, CD43.

Cneuudpuunas i BKJI «peiximas» mumdbonaHas HUHOWIBTpALUS
KOCTHOTO MO3ra B TpernaHoouonrare (¢ skcapeccuend npu UI'X CD20,
Annexin Al, TRAP, CD25, CD103, DBA.44(CD72), CDlIc, CD123,
Cyclin D1, orcyrctBuem axcnpeccuu CDS, CD10, CD23). 14

Borsinenue B iuM@ouubix kietkax mytanuua BRAF V600OE.

B cnyyae CIJIGHIKTOMHM — XapakTepHas JUMQOUIHAS UHPUIBTpALIUs
KpacHOM myJibIibl, ¢ 3kcnipeccuen npu UI'X mapkepos BKIJI



JledeHmue:

» IIpenaparsl anbda-unrepdepona (a-Md) (podhepon A, peadepon),

* AHAJOI'u NYPHUHOB:

®dnronapabux [IenTocTaTruH Kiagpuoun

* CIUIEHOSKTOMMUS.



Cxemul mepanuu

Humepgpepon-a.
Cmanoapmmuwtii
pexcum
npuUMeHeHUs
unmepgepona-a —
3 man ME x 3 paza
8 Heoelllo
NOOKOXCHO.

Knaopuoun.
Cmanoapmnmuwtii
pexcum
npUMEHEHUs
Kaaopuouna: 0,1
Me/Ke/cym 7 OHeil
NOOKOJMCHO 8
08yxuacoeou
un@ysuu.
Ilposooumcsa 1

Kypc.

Knaopuoun +
pumykcuma6é (CR)
Knaopuoun 6 oonom
U3 YKa3aHHbIX
pexcumos (1 kypc) +
pumykcumad 375
me/m2 4-8 Kypcoe



Cmoacu6o!



