JInM(poMBbI HEHTPAIBLHOU HEPBHOM
CUCTEMBI:
3TUOJIOTUS, IATOTEHE3, KIUHUKO-
MopQoJIorudecKas JMarHoCcTUkKa,
MOAXO/bI K JICUEHUEO

npocdeccop Areea TarbsiHa ABIYCTOBHA,

JIumpombr [THC

IlepBUYHbIE HEXOMKKMHCKHE
aumpombr HHC (IIJI HC) -

M3011MpOBaHHO U NIEPBUYHO
MOPaXKarT CTPYKTYPbI
IIHC:

- TOJIOBHOM M CIIMHHOM MO3T

- MO3TOBEIC 000JI0YKH

- 33/IHIOI0 Kamepy rias3a

HoBocubupck

Bropuunsie mumdomsl IHC -

Bo3Hukarot B pe3ynbrare
TMCCEMUHAIMN TIEPBUYHO
CHCTEMHBIX HOJAJbHBIX U
SKCTPaHOAAIBHBIX TUM(DOM,
KOTOpBIE MPEO0IeBast
remMaro-3HuedaTnyecKuil
Oapbep JOCTUTAIOT HOBOM
nokanuzanuu — [[HC




Hctopus mumdpom [THC

Bailty P. Intracranial sarcomatous tumors of
leptomeningeal origin. Arch. Surg. 1929; 18: 1359-
1402 — «nepuBacKyssipHask CapKOMay

«CapkoMa U3 peTUKYJISIPHBIX KIETOKY, «auddy3Has
TUCTUOLUTAPHAS JTUM(OMAY», KMUKPOTITMOMAY

Henry J.M. et al. Primary malignant lymphomas of
the central nervous system. Cancer. 1974; 34:1293-
1302

WHO (2008) — BbImesieHa caMOCTOSATEIbHAS
HO30JI0TnYecKas Gpopma

DIMUIIEMUOJIOTHUS
[TepBuunbie numdomsr THC coctaBusitoT 4-7% OT nepBUYHO
AUArHoCTUPOBAHHBIX OH}/XOHGI\/II T'OJIOBHOI'O MO3ra
Cocrasinsiet 1-2% ot Bcex HXJI

10-12% oT Bcex 3KCTpaHOAATBHBIX TUM(POM, 3aHUMAS 2 MECTO
nociie tumpom KKT

6-20% cpenu BUY-unduirpoBaHHbIxX

YacToTa c BO3pacToM yBEIMUYMBAETCS B 4 pa3a UHTEHCUBHEE, YEM
HXJI B mesoM, 1ocTurasg MakCUMaabHBIX 3HAUEHHUH K 75 rogam

Menuana Bo3pacta 55-60 net, y BUY-un¢punmpoBanubix — 35 ner
Coorromrenne M: K cocrasiser 1,7-2,0:1
He umeeT s3THUYECKHX U TeorpauaecKux 0COOSHHOCTEH

YacToTa UX IMOCTOSIHHO PacTeT




DTHOJOTHS IO KOHIIA HE U3Y4YEeHa, HESICEH
MEXaHU3M U30JIMPOBAHHOTO HEUPOTPONU3Ma

['emaro->n1IEDanTueckuii Gapbep

acTpouymTt KNneTouyHoe AApo
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DTHUOJIOTHUSI

¢ | runoresa: BO3HUKHOBEHHUE omyxoJieBoro kiaona BHe [[HC:
OITyX0JIEBbIE TUMQOLUTHI, KOTOPbIE CMOIJIM IPOHUKHYTh Yepe3
I'Db B cTpyKTyphl TOJIOBHOIO U CHMHHOI'O MO3Ta «YKPBLINCH) B
ummyHonpusuierupoBanHoi [ITHC, naB poct omyxosu.
[lepBUYHBII KJIOH YHUYTOKEHU UMMYHOKOMIIETEHTHBIMU
KJIETKaMHU.

2 runoTesa; HopMayibHbIe TUMQOIUTHI B YCIOBHIX NATOJIOTUN
npoHuKaT yepe3 'Ob u yxe TaM nIpoucxXoJuT UX OIyXoJIeBast
TpaHchopMaiys u nposaudepanus

['umnoTe3sl HE OOBACHAIOT HM30JUpOBaHHOTO Mopakenus [[HC
0e3 nosiBieHus IMMGPOMBI B JIp. UMMYHOIIPUBHUIIETUPOBAHHBIX
oprasax

¢ Buaumo uMeroT Mecto o0a clieHapusi y pa3HOro KOHTUHI€HTa
OO0JBHBIX — UMMYHOKOMIIETEHTHBIX 1 UMMYHOE(UIUTHBIX




OTHONOTHUS U (DAKTOPHI
pHucKa:

NmmyHonepUIUTHL: AUTENbHAS TEpanus CTeporuIamH,
aTakcusi-TelIeaHTUAKTa3usl, CHHApoM Buckorra-Onnpuya,
cunaapoM nedummra IgA, ayrouMMyHHBIE 3a00JICBaHUS
(peBmatouansiii aptput, CKB, capkonmio3s)

BUY-undexuus (accouuupoBaHO O CHUKEHUEM YPOBHS
CD4+ T-nd u TporHOCTHIO BHpyca K kietkam LTHC)

Puck Bo3nukHOoBeHus [V IIHC nmpu nepBuYHBIX
UMMyHOAepUIuTax cocTaBisieT 4%

[locne TpaHcIUIaHTaMU OYeK — puck 1-2%, mocine
TpaHCIIAaHTAIIMK JIETKHX, IeYeHH, cepana — 2-7%

Hoxkazana pons EBV nu HHV-8 tuna

Ouary BocHajJeHHUs B TOJIOBHOM MO3T€ MOT'YT CIIOCOOCTBOBATh
MOABJICHHUIO ITATOJIOTHYCCKOI'O KJIOHA

B3auMocBs3b BOCTIATUTENHHBIX
JEMUETUHU3ZUPYIOIINUX 3a001€BaHUN U
nepBuyHbIX Jumbpom [THC

maii, 2010

HOsI0pBb, 2009

Kvarta et al. BMC Neurology (2016) 16:72




Bl \aii, 2010

Kvarta et al. BMC Neurology (2016) 16:72

CTpyKTypa M 4acCTOTa 3J10KA4€CTBEHHBIX

onyxouei y nanuentos ¢ BUH-undexuumei L

Tumor

SIR*

¢ BUY ob6nagaeT yHUKAIBLHON cpenu

Kaposi sarcoma

Greater than
1000

PETPOBHUPYCOB CIIOCOOHOCTBIO Non-Hodgkin lymphoma 23

PEIIEMPOBATHCS B HENEALIUXCS KIETKaxX
IMHC, nakaniuBasi 3HAUMTEIIEHOE

Primary CNS lymphoma 1020

KOJIMYECTBO N'EHETUYECKOI0 MaTepHaia, Ipu  ReSCRIEEl 3

3TOM 00JIaIal0T HU3KOH HMMYHOTE€HHOCTEIO. Canceruiithelant s 20

BosmoskHa permukanusi BUY B makpodarax

Hodgkin lymphoma 14

U KJIETKaX MUKPOTJINH 6e3

Cancer of the penis 8

Liver cancer

IUTONATHYECKOTO 3 heKTa,

COOTBETCTBCHHO HaKaIlJIMBas1

Cancer of the larynx 3

Lung cancer

HEHHTETPUPOBaHHbBIE (POPMBI BUPYCHOM

JHK B MHQUIIPOBAHHBIX KJIETKAX — pharynx

Cancer of the mouth or 2

CKpbITasd, MIOCTOSAHHAA I/IH(i)eKHI/ISI B All non-AlDS-associated

cancers
IMOPAKCHHBIX KJICTKaX

EricA. et al. Trendsin cancer risk among people with A

States 19802002, for the HIV/AIDS Cancer Match Study. AIDS 2006,

20:1645-1654




O0600611eH0 75 ciyyaeB nepBuuHoi JuM@omsl [ITHC y
UMMYHOKOMIIETEHTHBIX MaIUeHTOB (43 MyX. 1 32

KEH., cpeHui Bo3pacT 63.5 u 67.0 jeT, B 1Mana3zoHe
oT 26 10 87 ner).

No. of Patients

il....

Normal del{§liq22) BCLE del{Gliq22) + MYe BCLE
translocation BCLE translocation  translocation

translocation + MYC
translocation

J Clin Oncol. 2008 Oct 10: 26(29): 46144819

Normal
==== Deletion 6g only
BCLE translocation only

Overall Survival (%)

Time (years)

J Clin Oneol. 2008 Oct 10; 26(29). 4814-4519




OO0JacTy nopaxeHus

>90% napeHxuma Mo3ra
75% cynpaTeHTOpuaIbHOE TOpaXKEHNE
38% OomnpiKe moTymapus roJIOBHOTO MO3ra
20% TayamMmyc ¥ TaHIInu
14% mo3onucToe Teno
12% nepuBEHTPUKYISIPHOE PACIOIOKEHHE
9% M03xKEI0K
16% nentoMeHUHTreanbHOE MOPAKEHHE
<5% wm301MPOBAHHOE JIEITOMEHHUT €aIbHOE TOPaKEHNE
<1% nepBUYHOE MOPAKEHUE CIIMHHOTO MO3Ta

60-75% - comuraphsbIii ouar, 25-40% - MHOKECTBEHHBIC
o4aru

JIum@ oMbl TBEp10i1 MO3TrOBOM
000JIOUKHU;

OtHocsar k mumpomam [THC Toapko mo npusHaKy
UX JIOKAJTU3aI1H

TMO naxoauTcs 3a mpeaeaaMu
remMaTosHIeparnueckoro 6apbepa, mo3TOMY UX
ATUOJIOTHS U MATOTEHE3 CYIIECTBEHHO OTJIMYAIOTCS
ot nepBuyHbIX TuMpom [THC — naTtorenernyeckoi
OCHOBOM UX PAa3BUTHS SBIISIETCS MPEIIECTBYIOIIEE
XPOHUYECKOE BOCTIATICHHE

Hau6onee yacteiii Bapuant tumdpom TMO — B-
KJIETOYHAs JIUM(pOoMa MaPTUHAIILHON 30HBI




['ucTorenes nepBUYHOU
JIBKKJI [THC

TEPMUHOTEHHbIA [IEHTP AKTHUBHUPOBAHHBIE
B-immponnTer

PaHHUe nmo3aHue paHHue MmO3IHHUE

epBuunbie 1umdombr HHHC

Camilleri-Broet S. et al, Blood, 2006 _

Mopdonornueckrne BapuaHThI

¢ >90-95% I ITHC — nuddy3nas ¢ 2013-2018 rr

B-kiterouHast KpyImHOKIETOYHAS _ )
mampoma (JIBKKIT) Iﬂ'HOBOCH6HpCK (n_52)

2% - T-xierouHbIe TAM(OMBI ¢ muddys3Has B-kierounas
Meree 1%: KPYIHOKJIETOUHAas JuMpoma
Unrpasackynspras JJBKKJI (JABKKJI) — 46 (88,5%)
MALT/ mmdoma u3 B-ng ¢ T-anamnactuyeckas - 1
l\lapFIlHaHLHOﬁ 30HBI (1’9%)

T-aHarutacTuueckas .
KPYHHOKIETOYHAs TuMpoMa ¢ IlnasmoGnactras - 2 (3,8%)

[lnasmonmroma ¢ Jlum¢poma bepkurra — 1
Jlmmdpoma bepkurra (1,9%)
Jlumpobdracthas mimdoma ¢ B-xnerounas mumpoma

NK/T-xnerounas mumdoma MapruHajabHoU 30H6I TMO
Jlmvmpoma Xomxkuna rosoBHOro Mo3ra -2 (3,8%)




Huddysnas B-knerounas KpynmHOKIETOYHAS
mumboma (JIBKKIT)

pee

30-35% 95% Bcex
Bcex HXJI aumpom [THC

Kmuauka:

¢ V nanuenTtoB ¢ nepBuaHbIMU TuMpomamu [THC nznavansHO
BBISIBIISICTCS O0JIee IIOXOH MCHXOCOMATHYECKHN CTATYC B OTIIMYHE OT
aHaorugHbeIx umpom BHe [[HC

JIOMUHUPYET HEBPOJIOTHYECKasi CHMIITOMATHKA: (POKaTbHBIN
HeBpostoruueckuii nedurut (50-70%), HapyIIeHre MEHTaILHOTO
cTaryca M HeHpOICUXHaTpHYECKHue CUMIITOMEI (45%), TotoBHasI 0OJIb,
COHNMBOCTH | TOmHOTA (33%), MarudecTanus CyI0pOKHBIM
cuanpomoM (10-14%), Hapymenue 3perus (4%).

ITpu 3ToM B-cumnromel, xapakrepHsle st HXJI (muxopaaka, HOUHbIE
MOTHI, CHIDKEHHE MaCChl TeJIa) — BRIPAYKSHBI ¢J1a00 WU OTCYTCTBYIOT.

IJI THC ne metacTtasupytoT 3a npeaenst [IHC.

W3 Bropuunbex muMdom [[HC rHanbonee yacto meracrazupyrot B [[HC
JTUMQOMBI C IPBUYHON JIOKAIM3AIUEH B STUYKE.




MeToanl TMarHOoCTUKU:
MPT-ucccienoBanue

XAPAKTEPHO:

MYJIbTU(POKATBHOCT TIOPAKECHUS

BBIPQKEHHBIN Mepu(OKaIbHBIA OTEK

HaKOIUIEHHE KOHTPACTa B BUIE KOJIBLEBUAHBIX CTPYKTYP

IID9T me mMmeeT caMocToATEILHOTO 3HaUeHMS it auaraoctuku [1J1 ITHC

MeToasl IMarHoCTUKU

[Tpu nono3penun Ha [T [THC

Merton BeIOOpa — cTepeoTakcuyeckas ononcus (oxomo 10% -
HenH(pOpPMaTHBHA)

HpI/I HEBO3MO>KHOCTH BBLITIOJIHUTE OUOIICHIO — IMOJIYy4YCHHUC
o0pasiia TKaHH C MUHUMAJIbHOW XUPYPTUYeCKOH pe3eKIuei, 3a
UCKJTFOUEHUEM CHTYalluH, KOTJ]a HE00X0IUMa IEKOMITPECCHSI.
Xupypruueckasi pe3eKIus OImyXoiu YBeINIHBaET PUCK
JAUCCEMHHAIMN 1 HE YBCIIMYMUBACT MPOAOJKUTCIBbHOCTH ) KU3HA
(Henry J. et al, 1974; Murray K. et al, 1986; Bellinzona M. et al,
2005).

Hccnegosanme [ICK
HNMMYyHOTHCTOXMMHUYECKOE UCCIIEIOBAHNE TKAHU OTTYXOJIN

M30eraTh Ha3HAUECHUS CTCPpOUIOB OO0 OMoICUn U BepI/I(i)I/IKaLII/II/I
JHUar”Hosa




Mopdomnorus nJIBKKJI [THC:

¢ /Tuddy3sbrit Tum pocra

¢ HedeTkue rpanuibl

¢ [lepuBacKynspHbIA U aHTHOJECTPYKTUBHBIN
THI pOCTA

¢ JlannkapTonogo0HbIe HEKPO3BI
¢ AnonToTUyecKuil pacra

¢ ITo muTomMopdoIoruyecKoMy THITY —
IIEHTPOOJIaCTHAS, YACTO YEPTHI
TUTa3MOIUTOUIHON AU(HEPEHITMPOBKU




Nmmynodenorun nJIBKKII ITHC:

¢ B-KneTouHble MapKephbl:
CD19, CD20, CD79a, PAX5
¢ CD10 (+) —10-20%

¢ BCL6 (+) — 60-80% - accoummpoBaHO ¢
yBennueHnem OB

¢ MUM1 (+) — 90-95% -
#BCL2 (+) - 50-60%
¢ Ki67 >50% (okoio 80%)

epsruHas JIBKKJI L1H
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[IpyHUMIIEI JIEYEHUSA

¢ OnTuMabHBIA TTOIXO0]] HEU3BECTEH (HEJOCTATOIHO
PaHIOMHU3UPOBBAHHBIX MCCIICIOBAHMI)

¢ OcHOBHOE 3Ha4YeHHE UMeeT KOMOMHUPOBAHHOE XUMUOIYIEBOE
JIeYEHUE C MPENOYTeHHEM XUMHoTepanuu. Meauana
BBDKMBAEMOCTH MPU MPUMEHEHUH TOJIBKO XUPYPTrHIECKOTO
jeuyenus — 1-4 mec.

¢ CranmaprtHas tepanus arpeccuBHbIXx HXJI — CHOP neaddexTrrHa
n3-3a ciaboro mpoHUKHOBeHUs yepe3 [ Db

¢ B XUMHUOTCpaInn 0a30BbBIM SIBIIIETCS B/B BBCACHHUEC MECTOTPEKCATa
B MOHOTCpANU UK B COYCTAHUU C AP. HUTOCTATUKAMU
(umTapabuH, BUHKAaIKaIou eI, hocdamui, mpokapoa3uH,
TEMO30JIOMHT U TIP. ).




[IpyHUMIIEI JIEYEHUSA

JlyueBas Tepamnus HCTIONB3yETCA B KaUECTBE KOHCOJIUAIIUU
PEMHCCHU WIIA MOXKET OBITh OTCPOYEHA 10 PEUINBA 3200I€BaHUS

HpI/I BBIABJICHUHN OITYXOJICBBIX KJIICTOK B JIMKBOPE IIPOBOAUTCA
HHTPATCKAJIbHOC BBEACHHUEC METOTPEKCATA

[MpodunakTnyeckoe HHTpaTEKaIbHOE BBEJICHHE METOTPEKCATA B
OTCYTCTBHH JIENTOMEHUHTE€AJILHOTO MOPAKEHUS HE IOKa3aJio
MPEUMYLIECTB

YysctButenbHOCTh K crepousiaM y [T IITHC Beiie, uem npu
CHUCTEMHBIX JTUM(poMax, 0THAKO UX IPUMEHEHHE B [IEJIOM HE
yIIy4IIaeT pe3yabTaThl JeueHus. MX ucrnoib30BaHie B KOMOMHAIIUU
C XMMHOTepanuei HerenecooopazHo, MOCKOIbKY OHU
BOCCTaHABJIMBAIOT LENOCTHOCTh [ ' Db, yXy/iias npoHUKHOBEHHE
LIUTOCTaTUKOB

[TpuMeHeHre KOPTUKOCTEPOHIOB HELleJIeCO00pa3HO 10 OMOIICHT

3aKJIr04YeHUue

Cpenu nepsuunbix auMdom [IHC nanbonee vacras (>90%) —
JABKKIJI, koTopas umeeT BbIpaK€HHbIE OTIINYUTEIbHBIE YEPThI

[Tatorenes I1JI [IHC emie 1o koHIa HE SICEH

CrepeoTtakcuueckasi OMOTICHS HE TApAHTUPYET TUArHOCTUYECKU
aJIeKBaTHOTO MaTepuasa

OO1menpuHATOro BEICOK0I()PEKTUBHOTO MOIX0a B ICYCHHH HET

MCTOTpCKcaT SIBJIIETCI HanOoJIee 3(1)(1)6KTI/IBHBIM KOMITIOHCHTOM
XUMHOTCPpAIIuKU

[TprMeHeHue JTy4eBoi Teparun 1eaecoo0pasHo

TpeOyroTcs nanpHEHIIe UCCIeTIOBAaHUS i 0000IICHHS







