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AHHOTaUHMA

[Tocobue mnpemHa3HadYeHO I CTYACHTOB, KIWHWYECKUX OPAMHATOPOB U
TIOCBSIIEHO BOIPOCAM ATHOJIOTHH, TATOTCHE3a, KIACCH(PUKAINH, KIUHUYICCKON
KapTUHE, JIMArHOCTUKE MW Teparmuu JuMdorponudepaTuBHbIX 3a0o0sieBanuii. B
nocoouu PacCMOTPEHBI O0COOEHHOCTH KITMHUYECKUX MIPOSIBJICHUI
mumponponudepaTUBHBIX 3a00JI€BaHUN Ha Pa3HBIX CTAUAX, TPHUBEIACHBI
CBEIICHUS 0 (U3UKaTBLHBIX JTAaHHBIX, aNTOPUTME oOcnenoBaHws,

mudepeHranbHON TMarHOCTUKE MPU TaHHOW MATOJIOTHH.



JlumponpoaudeparuBubie 3a0ojeBaHus WM JUMPOMBI  —  3TO
reTeporeHHasi Tpyra 3JI0Ka4eCTBEeHHbBIX 3a00JI€BaHMii, B OCHOBE KOTOPBIX JICKUT
KJIOHAJbHAS OKCIAHCUS JUMGOUIHBIX KJIETOK pa3HOM CTENeHH 3pENIOCTH,
npoxosamme auddepeHMpoBKy B mepudepudecknx JTUMGOUIHBIX OPraHOB U
TKaHgax (nMuMdOy3max, cene3eHke, TUMyce, JTUMGOUIHON TKAHU CIU3UCTHIX
00010uek). HckmoueHnem sBistoTCS JMMdoOIacTHpie TUMOOMBI M JIeHKO3a,
pa3BUBAIOIIKECS M3 KJIETOK-TIPEIIIECTBEHHHUI], HAXOAIIMXCS B KOCTHOM MO3TE.
Bce nmumpOMBI oapa3aesiFoTcs Ha ABE OOJbIIME TPYMHIbL: JuMdomMa XOHKKUHA

(JIX) u mexomxkunckue sumdpomsl (HXIT).

HexomxkuHckue JuM@OoMBbl.

Kanaccudukanus, naroreHe3 u KIMHUYECKAS KAPTUHA.

OnuaemMuoa0rus. B cBs3u ¢ reTeporeHHOCTHIO TPYIIIIBI 3a00JI€BAHUM CII0KHO
MOJYYUTh JIOCTOBEPHBIC SMNHUIAECMHOJIOTMYECKHUE JaHHbIE 10 KaKIAOW U3
Ho3osorndeckux (opm. 3a mociaegrme 50 JeT BO BCeM MHpPE YIBOMIOCH
3a007€BaeMOCTh  JUM(POMaMH, YTO MOXET OBITh YaCTUYHO OOBSCHEHO
YXYIIIEHHEM  JKOJIOTHUYECKONH OOCTAaHOBKH, CTAapEHHMEM HACCIICHHS H3-3a
YBEIWYEHUSI TPOJOJDKUTEIIBHOCTH JKU3HU, YJIYUYIIEHUEM JIMArHOCTUKHU, a TaKXKe
POCTOM UMMYHOAC(HUIIMTHBIX COCTOSHHUM.

Ha nomto numdpoM mnpuxoautcs OKoJdo 6% €XKEeroiHo PerucTpupyeMbIx
3JI0OKQY€CTBEHHBIX 3a00JICBaHUM. DTOT IOKa3aTe/ib BapbUPYET B 3aBUCHUMOCTH OT
BO3pacTa, IIojla, Treorpauueckux PErMOHOB, OTHHYECKOW MW pacoBOM
npuHajexHocTy. 3aboneBaeMocth B Poccun HXJI B 2018 roay cocraBumna 3.86
ciyqaeB Ha 100000 wnacenenusi, a cmeptHocth - 1.85 (Kampun A.Jl.,2019).
Cpennuii BO3pacT Ha MOMEHT JUarHOCTUKH 3a00JieBaHus cocTaBisieT 65 net. [Iuk
3aboneBaemMocTu mnpuxoauTcs Ha 80-85 mer. MykuuHBI OOJICIOT dalle, 4YeM
KEHIMHBI Tpuomm3uTenbHo B 1,7-1,8 paza. Ha ceBepe wamie BcTpeuaroTcs
WHJOJICHTHBIE JIUMGOMBI, a Ha IOr€é W B CPEJHUX HIIUPOTaX — arpecCUBHbBIC, B

yacTtHOoCcTH, nuddys3Has B-kpymHokneTouHas nuMdoma. DHAESMUYHBIA BapHaHT



aumdombl bepkutra pacnpoctpaneH B Adpuxe. Ha BocToke mpeoGmamator T-
KJIETOYHBIE JTUM(OMBI.

Ituojorus. [Ipuunnel pa3Butus 3a001€BaHUsI B HACTOSIIIEE BPEMSI HaXOIATCS
B CTaJMH U3yYEHUS U J0 KOHIA HE SICHBL. MOXKHO BBIICTUTH CEAyIoImue (PakTopsl
pucka: 1) undexnus (Bupyc OmuureitHa-bapp, yenoBedeckue T-mumpoTponHbIe
BUPYCHI, repnec-BUpychl 6, 8§ U T. 1.); 2) Hajgu4he XPOHUYECKON HMMYHHOMU
CTUMYJISIIUU: M3BECTHO, 4YTO Yy OombHBIX ¢ wuHpeknuedr H.pylory wacro
pa3zBuBatoTcsi MALT-nmumdomsl xxenyaka; 3) pa3TuyHble COCTOSHUS, PUBOISIIIE
K HapyLIEHUI0 IMMYHHOI'O Ha/J30pa (HarpuMep, ayTOMMMYHHBIE 3a001eBanus); 4)
UMMYHOJE(QUIIUTHBIE  COCTOSIHUS  (MPUOOpPETEHHbIE MW  BPOXKJIEHHBIE); 5)
reHEeTUYeCKas PeIPACIIONOKEHHOCTh; 6) (aKTOPbI OKPYKAIOILIEH CPEIbL.

IlaTtorene3. brnarogaps AOCTHKEHHMIO HAyYHO-TEXHHUYECKOTO Mporpecca,
YCTaHOBJIEHO, YTO MPOUCXOKIEHUE JUM(OM HEMOCPEICTBEHHO CBS3aHO C
IPOLIECCOM CO3PEBaHUs JIUMQPOLUTOB B HOPME M ONPEIEICHO Ha KAKOM JTare
co3peBaHusl W JUPPEepeHIUPOBKU JUMQPOIIUTOB TMPOU3OILIA TEHETUUYECKUE
MIOJIOMKH, PUBEIINE K KIIOHAIbHOMY pocTy. OTCyTCTBUE B TUM(POMHBIX KIETKaxX
NPU3HAKOB COMATHYECKOW THUNEPMyTallid TEHOB BapuUaOENbHBIX YYacCTKOB
TSOKEIBIX 1eneld UMMYHOTJI00yauHOB (VH-TeHOB) CBHICTEIBCTBYET O TOM, 4YTO
3JI0KQYE€CTBEHHBIM KJIOH O0pa30BaH M3 KIETOK, HE BOLIEAUIMX B I'€PMUHOMHBIN
neHTp auMQOy3ia, YTO XapakTepHO A Hambosee arpecCUBHOM TUMGOMBI U3
KJIETOK MaHTUHHOM 30HBI W  arpecCUBHOTO  BapHaHTa  XPOHUYECKOTO
mumponeiikoza/mumpomMbl U3 Manbix JuMdouutoB. Bropas rpynmbel aumMdom
XapaKTepu3yeTcss HaJludyMeM B  KJIETKaX COMAaTHYEeCKHMX MyTalud, dYTo
IPEIoJaraeT O MPOUCXOKACHUH dTUX JTUM(POM U3 KIIETOK TEPMUHOMHOTO LIEHTpa
(bomnukynspuas guMdoma, aumdorazmoruTapHas JuMmdpoma, JTuMdoma
bepkutra, nmuddysnas kpynHokiaetounas aumpoma). Eme ogny rpymmy aumdbom
XapakTepu3yeT (PUKCUpOBaHHAs COMaTUYecKasi MyTallus, yKa3bIBaroas Ha TO, YTO
JUMQPOMBI 3TOH TPYIIIHI MPOU30ILIN U3 TOCTTEPMUHOMHBIX KJIETOK.

B ocHoBe numdoreHeza nexaT TeHETUYECKHWE HapyLIEHUs, B pe3yjbTare

IMPOUCXOAUT AKTHUBALUA IMPOTOOHKOICHOB MW HWHAKTHUBALIMA T'€HOB-CYIIPECCOPOB.



MexaHn3MOM aKkTUBAIlMU MPOTOOHKOTEHOB MPH JUM(POMax Yallle BCETo SBISIOTCA
XpOMOCOMHBIE TpaHciokamuu. Jlng kaxmgoro tuma JauUMQOM XapaKTepHBI
ONpENICIICHHBIE XPOMOCOMHBIE TPAHCJIOKAIMU, TP KOTOPBIX B MATOJIOTHMYECKUN
IIPOLIECC BOBJIEKAIOTCS PA3IMYHBIE TPOTOOHKOTEHBI, PETYIHPYIOLIUE KIETOYHBIN
IUKI, pocT U AU epeHIMpPOBKY KIETOK, anonTo3. CyIHOCThIO TPaHCIOKalUN
SBJISICTCSI PEUUIPOKHAsT pPEKOMOWMHALUA MEXAY JABYMsS CHeHU(PUISCKUMU
ydqacTkamMu XpomocoM. IIpy 53TOM HpPOTOOHKOrEH pacnoJiaraeTcs psaaoM cC
reTePOJIOTUYHBIMUA PETYJISATOPHBIMHU TOCJIEI0BATEILHOCTSIMU (Yalle BCEro 3TO
PETYJISATOPHBIE T€HbI-3HXaHCEPhl MMMYHOTJOOYIMHOBBIX JIOKycoB - V,D,J u C-
Y4aCTKOB WJIH JIOKYCOB T-KJIETOYHOrO peuenTopa).

MHakTUBanusi TI'€HOB-CYIIPECCOPOB OIYXOJIEBOM ITPOTPECCUM TAKKE HMEET
MECTO B mMaroreHese JUMQPOM, NpH H3TOM YallEe BCEro OOHAPYKUBAETCA
OuasuieNbHas MHAKTUBAIIMS TaKKX I'eHOB, Kak p53, pl6, ATM.

VYTpaTta kKoHTpoJid Haj nposrdepalnnei, BbI3BaHHAS HAPYIICHUEM PETYIISIIUU
HKCIPECCUU C-MYC WM JPYTUMHU AHAJTIOTMYHBIMU MOCJIEACTBUAMU TPAHCIOKAIUI
XpPOMOCOMHOI'O MaTepuaia, OTKpbIBAaeT IMyTh K HEOIUIa3uu, HO cama 1o cebe
HEJ0CTaTOYHa [JIsl 3JI0KAYeCTBEHHOW TpaHcpopMauuu. bonbiioe 3HaueHue B
pa3BUTUU JTUM(POM HMEIOT pa3IUyHble dNUreHeTnyeckue (axkropsl. B mocnennee
BpEMsI MHOTO BHUMAaHUS YIEISIOT U3YUYCHHUIO CHUCTEMbl HHTHOUTOPOB MMMYHHBIX
KOHTPOJIbHBIX ~TOYEK, M B  YAaCTHOCTH  B3aUMOJECUCTBUIO  PELENTOPOB
nporpammupoBanHoi Tubenu 1 u ux nurangos. ['east PD 1 u PDL1 Haxonstcs B
nokyce 9p24.1. PaznuuyHble XpPOMOCOMHBIE aIbTEPALMM B OTOM JIOKyCE
XapaKTEPHbI MPAKTUYECKH ISl BCEX ClIydaeB JIUMQPOMbI XOMKKUHA U T-KIeTOUHOM
aHATUTACTHYECKOU JIMM(POMBI, HO TaKX€ BCTPEYAIOTCA MPHU KOXKHBIX JUMQOMax,
MeIuacTUHaNbHOW JuMdome u 1p. MHruOuums COOTBETCTBYIOLIUX MOJIEKYJT
MPUBOIUT K aKTUBAIUH T-TUM(POIUTOB ¥ THOCITH OMyXOJIEBBIX KIETOK.

Kaaceupuxamus HXJL. B mpouecce co3peBanus TUMEGOIUTOB BO3HUKAIOT
MHOKECTBO MOJIEKYJISIPHO-TeHETHUEeCKUX coObiTHil. Kak M BO Bcex Takoro poja
U3MEHEHUH, Ha OJHOM WJIM Cpa3y HECKOJBKHX 3Talax €CTh BEPOATHOCTH cOOs -

daranbHOM OmMOKU. IMEHHO JTHUM, UCCIeq0BaTEIN OOBSICHIIOT OOJBIIYIO



TeTEePOreHHOCTh JTUM(OM U CaMO€ TIaBHOE - TPYAHOCTH B WX KJIACCHU(PHUKAIINU.
CoBpemennas knaccuduramnus BO3, nepecmorpennas B 2016r. (Swerdlow, 2016),
BKto4aet 6osee 80 aumpoM, KOTOpbIE ONMPEAEIISIIOTCS COMIACHO UX Mopdoioruu,
UMMYHO(EHOTHITY, MOJICKYJISIPHO-TEHETUIECKOMY  MPOPUITI0, KIMHUICCKAM
ocobeHHoCTsIM. [1o KIeTOUHOM NPUHAICKHOCTH BBIJCISIOT JIBE OOJBIINUE TPYIIITHI
mumpom: B-knerounsie u T-KiaeTOUHbIE TUMQPOMBI.

K B-kj1eTo4HbIM JJUM(OMAM OTHOCATCH:

Xpouunueckuit mumdoerko3/mumMdpoma u3 MasbIx JIUMEGOIIUTOB

MoHoknoHaIBHBIN B-KaeTounsrit tuM¢onuTos

B-kieTounslid MpoauM(OLHUTAPHBIN JIEHKO3

JIumpoma MapruHaIBLHON 30HBI CENE3EHKU

BosocaToKIIeTOUHBIM JIEUKO3

B-kierounas mumdpoma/nenkos cene3eHku, HeKiaccupuiupyemas

Hudbdysnas B-menkoknerounast tuM@pomMa KpacHOH MyJIbITbI CEJIe3€HKU

BapuaHTHBIN BOJIOCATOKJIETOYHBIN JIENKO3

JIumdornnazmorurapHas sumdpoma

MakpornodynuHemusiBanbiencrpema

Jlumboma MapruHaIBbHOM  30HBI, AaCCOLMUPOBAHHAS CO  CIM3UCTHIMU
obonoukamu (MAJIbT-mumdoma)

HopanbHast nuMdoma MapruHanbHON 30HbI

[lequaTpuueckas HoadbHas TMMGOMa MAPTUHATLHOMN 30HBI

domnukyngapHas aumpoma

In situ pommukynspHas HeorIa3ust

domnukynsgpHas TuMbomMa 1yoAeHaAIBHOTO THTIA

[Tenuarpuueckas GomuukynspHas TuMdoma

B-kpymHoknerounas mumponma ¢ IRF4 peappamxupoBkoii

[lepBuunas koxHas muMdboma GOILTUKYISIPHOTO IIEHTPa

MantuitHokeTouHasIuMpoma

In situ MaHTHITHOKIETOYHAS HEOIIA3Hs



Huddysnas B-kpynHokiieTouHast auMdpoma (ABKKJI),
HecrenupuIpoBaHHas
l.repMHMHOMHOTO LIEHTpa
2.M3 aKTUBUPOBAHHBIX B-KieTok
B-knerounas numdoma, 6oraras T-kieTKaMu/THCTHOLUTAMU
[Tepsuunas JIBKKJI nenTpanbHON HEPBHON CUCTEMBI
[lepuunas koxHasa JBKKJI, Tuna Hu»KHUX KOHEUYHOCTEN
EBV+ JIBKKJI, nHecnienuduiupoBanHas
EBV+ MykokyTanHas s13Ba
JABKKUJI, acconmupoBaHHas ¢ XpOHUYECKUM BOCIIAJIEHUEM
JIumbomMaTonIHBIN TpaHyIeMaTo3
[lepBuunas MeauacTuHanbHas (TuMHUUeckas) B-kpynHokierounas aumdoma
HuTpaBackymnspHas B-kpynHokieTouHas aumdpoma
ALK+B-kpynHokieTouHas Jumpoma
[TnazmobnactHas iuMdoma
[lepBuunas 3¢ dy3nonnas numpoma
HHVS8 JIBKKJI, nHecnieuuduuupoBanHas
JIumpoma bepkutra
bepkutt-mogobnas mmdoma ¢ 11q abepparueit
B-knerounas num¢oma BBICOKOH cTeneHu 3jokayecTBeHHOCTH ¢ MYC u

BCL2 w/unu BCL6 peappanxupoBkamMu

B-knerounas aumpoma BBICOKOM CTETICHU 3JI0KAYECTBEHHOCTH,
HecnenupUuIrpoBaHHas
B-knerounas mumbpoma, HeKJ1accu(puImpoBaHHas, c yepTaMu

npomexxyTounbiMu Mexay JABKKII u kinaccuueckoit mumdomont XomkkuHa
KT-kierounbiM 1uMpomMam OTHOCATCSH:

T-keTOouHBIN TPOTMMQOITUTAPHBIN JEHKO3

T-KJIeTOYHBIN JIEUKO3 U3 OOJBIINX TPAHYISPHBIX JUMQPOITUTOB

Xponunueckoe nmuMpornponudepaTuBaoe 3a0oneBanue n3 NK kierok

ArpeccuBHbIl NK-KJIETOUHBIN JEMKO3



Cucremnas EBV+ T-knerounas mumdoma nereit

Hydroavacciniforme-nmogo6noe numdonponudeparuBHoe 3a00eBaHme
T-keTouHBIH JIeKo3/mMMdoMa B3POCIIBIX

OkcrpanoganbHas NK/T knetounas numdoma Ha3alIbHOTO THIIA

T-knerounas aumdpoma, aCCOLMUPOBAHHAS C IHTEpONATUEH

MonomopdHas SNUTENNOTPONHAS UHTECTHHANIbHAS T-KieTouHas tuMdoma
Nunonentrnoe T-knerounoe mumponponudepatuBaoe 3adoneBanue JXKT
['enaronuenanbHas T-knerounas aumdpoma

[TonkoxHasi TAHHUKYJIUTOMOI00HAS T-KJIETOYHAas TuMpoma

['prGoBUAHBI MUKO3

Cunnpom Cezapu

[lepBuunbie  koxHble  CD30+  T-kjerounele  JuM@onponndepaTuBHbIC
3aboJieBaHus

JIumbomaTonaHbIN NAITyIIe3

[lepBruuHas KOXHas aHAIUIACTHYECKask KPYIMHOKJIETOYHAs JTUMPpoma

[lepBuunas koxHas Yo T-knerounas aumpoma

[lepBuunas koxHas CD8+ arpeccuBHas a3nuaIepMOTPONHAS HATOTOKCHIECKAS
T-knerounas numpoma

[lepBuunas koxHas akpanbHas CD8+ T-kierounas numdoma

[lepeuunoe koxHoe CD4+ numdbonponudepatuBHOoe  3a00jieBaHUE U3
MaJibIx/cpeTHuX T-KIeTok

[lepudepuueckas T-knetounas numpoma, HecnenupruIrpoOBaHHAS
AnrnonmmyHoOnactHas T-kineTouHas aumdpoma

®omnukynspHas T-kimerounas tuMdoma

Honanwnas nepudepudeckas T-knerounas mumpoma ¢ TFH dhenotunom
AmHarmactudeckas kpynHokiaetounas numpoma ALK-

AHaractuyeckas KpynHokjaeTouHas aumpoma ALK+

AHamacTuyeckas KpynmHOKJIeTOoUHasi TuM(omMa, acCOLMUPOBAHHAS C UMILIAHTAMU

IPYJIHOM KENE3bI



[Io Tteuenuto 3aboneBaHusi JUMGPOMBI JAENATCS HA AarpeccHUBHbIE U
WHJOJIEHTHBIE. J[eneHue NOCTaTOYHO YCIOBHOE, TAK KaK MHOTAA WHIOJEHTHBIE
JAUM(POMBI UMEIOT arpeCCUBHOE TEUEHUE WM MOTYT TpaHC(OpMUPOBaThCs B Ooiee
arpeccuBHbIC (HOPMBI.

Knunnyeckass kapruna HXJI uype3BblyaliHO TE€TEpPOT€HHA, 3aBUCHUT OT
TMCTOJIOTUYECKOIO BapUaHTa, JIOKAIM3alUMU M CTENEHU pPaclpOCTPAHEHHOCTH
3JI0KaYECTBEHHOTO Mnpouecca. KnuHudeckuil BapuaHT Havajia 3a00JIeBaHMsI CBSI3aH
co crnenuduueckor MHPUIbTpauuend JTUMOOUTHBIX U HEITUM(OUAHBIX OPraHOB.
Jlumdpoma MOXKET JTOKAIU30BaThCA B JIIOOOM OpraHe, rae umeercs JuMdouaHas
TKaHb (JKETyJOYHO-KUILIEYHBIA TPAKT, KOXKa, TOJIOBHON MO3T, MOJIOUHAS KeJe3a U
T. 1.). MHOrna yBenuueHHble JIUM(]OY37bl, OCOOEHHO B CPEJOCTEHUH, BBISBISIOT
CIIydalHO TIpU BBIMNOJHEHUH (Irooporpaduueckoro HUCCIAEAOBAaHUS OPTraHOB
IpyIHOI KJIeTKU. MaccuBHOE MOpaXKeHHe BHYTPUTPYIHBIX TUM(POY3JI0B BbI3bIBACT
KOMITPECCUIO OPTaHOB M KPYIHBIX COCYJI0B, IIPOSIBIISIFOLLYIOCS KalIEM, [IMAHO30M,
OTEYHOCTBIO JIMIA, BEpPXHEHl TOJIOBUHBI Tela C pPa3BUTHEM JbIXaTEIbHOU
HEJ0CTaTOYHOCTU. [IpH 3HAYMTENBHOM PACIPOCTPAHEHUM OIYXOJIM MOSBIISIOTCS
B-cumnromer: motepst Beca Oonee yeM Ha 10% OT HMCXOIHOM Macchl Tena,
npody3Has MOTJIUBOCTb, JIUXOpaJKa 0e3 MPU3HAKOB uHpeKImy,
CBUACTEIbCTBYIOIIME O TEHepalu3alud 3a00J€BaHUsT W  MHTOKCUKAIIMH.
Jlefikemu3anus OIMYXOJIEBBIMU KJIE€TKaMU OyJeT HEU30€KHO NPUBOJUTH K
COKPAILEHUIO «Irangapmay HOPMAJILHOTO reMoI033a. CnenctBuemM
HEJOCTATOYHOCTH  KOCTHOMO3IOBOTO  KPOBETBOPEHHUS  SABIISIETCS  pa3BUTHE
HUTONEHUHN Tepudepruieckoil KpoBu. JIeHKoNeHus U HEUTPONEHHUS] MOTYT OBITh
CBSA3aHbl C YBEJIMYEHHEM CEJE3€HKM M IIOBBIIIEHHBIM YPOBHEM pa3pyLICHHS
KJIETOK KPOBH (sIBJIeHUE rumnepciuieHn3Ma). UMmyHonornyeckas He10CTaTOYHOCTh
y OONBpHBIX C JUM(POMaMH XapaKTEPU3YEeTCS YaCThIMU OaKTepUATbHBIMH U
BUPYCHBIMH 3a00JI€BaHUSIMH.

Hekoropeie onyxonessie kietku npu JIBKKIJI BeipabGateiBatoT Oosbloe
KOJIMYECTBO POCTOBBIX (pakTOpoB. B pe3ynpraTe B nepudepuyeckoil KpoOBU MOKHO

BUJIETh HeWUTpodumie3s u TpoMOouuTo3. MHOraa M3MeHEeHUs B KPOBHU SIBIISAIOTCS



NEPBUYHON MPUYMHON oOpamienuss K Bpady. MHpmoneHtHele aUMGOMBI
(xpoHunveckuii  nuMmdoneiiko3, auMdomMa  MapruHaIbHOM  30HBI)  MOTYT
CONPOBOXKJIATHCSI AyTOMMMYHHBIMM LHATONEHUSAMH. [HOraa ayTOMMMYHHBIE
IIPOLIECCHI SABJISIFOTCS MpeAIIeCTBeHHUKAMU aumdornpoaudepaTuBHOTO
3a00J1eBaHUsI.

Junarnoctuka. TouHbIMIMarHo3 JauUMQOMBI CTaBUTCS HAa OCHOBAHUHU
OKCIU3UOHHOW OWMONCHUH OMYyXOJEBOTO 00pa3oBaHUSI C TUCTOJOTHYECKHUM,
UMMYHOTHCTOXMMHUYECKUM W MOJIEKYJISIPHO-T€HETUYECKUM  HCCIICIOBAaHUSAMU.
[locTaHOBKa JuarHo3a Ha OCHOBE TOJIBKO ACNHMPALMOHHON OHWONCHMU HE
nonyctuMma. Heobxoaumo MpoBOIWTH OHONCHIO HaumOoJee HM3MEHEHHOIO
nepudepudeckoro numMpoysna. [Ipu oTCyTCTBUM yBENIWYEHHBIX NepUEepUIecKUX
TUM@OY3JIOB BBINOJIHSAIOT TOPAKO- WM JIAMMAPOCKOINUI0 ¢ Ouorncuei aumMdoysion
CPEIOCTEHUsI WIM BHYTPUOPIOIIHBIX, BHYTPEHHUX OPraHOB, B YACTHOCTH, JIETKHX,
IIEYECHH, JKemynka U T.A. Ilopa)keHHe KOCTHOrO MO3ra yCTaHaBIMBAeTCsS Ha
OCHOBAHMHM THCTOJIOTMYECKOTO M HMMMYHOTMCTOXMMHUYECKOIO HCCIEAOBAHMS
TpemaHoononTaTa KOCTHOIO MO3ra WM C HNOMOIIbIO MPOTOYHOM IIMTOMETPUH.
[TomuMo OuoInCHMU, BaXKHBI JJAOOPATOPHO-UHCTPYMEHTAIIbHBIE OOCIEAOBAHMS IS
OTIpeeNICHUS CTaAUUN POTHOCTUYECKON MH(POPMAIIUH, TPU PUHATUU PELICHUS O
JTAIBHEUIIECH TAKTUKE TEPaIliHu.

CragupoBanmne. Cucrtema CTagMpoOBaHHS OCHOBaHA Ha OMNpPEIEICHUU
pacnpoCcTpaHEHHOCTH OITyXoJieBorompouecca.Boiienstor 4 craauu 3a00sieBaHus B
COOTBETCTBUM CO IIKAJI0N AHH-ApOop: | cranus — yBennuenue aumpaTuyecKux
y370B onHOro peruoHa; |l cragus — yBenmueHue naumdoys3nOB ABYX U Ooiee
pPETMOHOB MO OJHY CTOpoHY oT auadparmy; I cragus — yBenuueHue
auM(paTryecKux y3iloB Mo o0e crtopoHsl oT auadpparmsel; IV — mnopaxenue
NapEHXUMATO3HBIX OPraHoB, BKJIOYas KOCTHbIM Mo3r. Jlo Hadanma Ttepanuu
HeoOxomuMo BeIMOMHUTE KT deTbipex 30H: miew, rpyIHON KIETKH, OpIOIIHOMN
MOJIOCTH U MaJjioro Ta3a. B mociennee Bpems y OOJIbHBIX JIUM(POMaMHU UCTOJIB3YIOT
o3UTPOHHO-IMUCCHOHHYI0 ToMorpaduto (II9T) comectrno ¢ KT: TIDT/KT, uro

HaIIO0 oTpakeHue B kiaccudukamuu Jlyrano. Metoa mo3Bossier 0ojee TOYHO,



yem KT omnpeaenuts cranuto 3aboneBanus. Janusie [I9T/KT umeror 3HaueHue
JUTSL CTamupoBaHus JIMM(POM aKTHBHO HAKATUTMBAIOIIUX paguodapmmpenapar. ITo
cBs3aHo ¢ TeMm, uro [IOT oroOpaxkaer MeTabONIMUYECKYI0 aKTUBHOCTh
omyxomu.Hakorenne — paanodapmmpenapara B MAaTOJIOTMYECKHX — oyarax
OIICHUBAIOT M0 5-TH OanpHOM mKkaJje Deauville, koTopas ocHOBaHa Ha CpaBHEHUU
MHTEHCUBHOCTY HAKOIUICHWS IpenapaTa B OMYXOJEBOM Macce MO CPABHEHHIO C
(OHOBBIM HAKOIUIEHHEM €ro B IMEYeHH M cpeaocTeHuu. OleHKa W TpPHUCBOCHHUE
OaJIJIOB MPOU3BOJATCA CIAEAYIOMUM 00pa3oM:
1 Oann - HaKOIJIEHUS Mpenapara B OMMYX0JIEBOM Macce HET
2 Oajta - HaKOIUJIEHUE MperapaTa B OMYX0JIEBOM MacCe HUXKE, YEM B CPEJOCTCHHUH
3 Gajuta - HaKOIJIEHUE TIpernapara B OMyXOJIEBOM Macce BhIIIE, YeM B CPEIOCTEHUH,
HO HUXE, YeM B MeUeHHU (IIpaBoi J10J1€)
4 Gamia - HaKOIUJICHUE Tpernapara B OIyXOJIEBOM Macce YMEPEHHO BHIIIE, YEM B
MPaBOM JI0JIE€ IEYECHU
5 O0ayyIoB - HAKOIUIEHHE MIpernapara B OMyX0JIEBOM Macce 3HAYUTENbHO BBIIIE, YEM
B MI€YEHHU, JINOO OTPEICINAETCS MOSBICHUE HOBBIX MATOJIOTMYECKUX 0YaroB.
IIpornocTnueckue dakropol. Mcxon 3a0oneBaHMs 3aBUCUT OT MHOTHUX
dakTtopoB. Pemaromee 3Hau€HHE MMEET THCTOJOTUYECKUNM BapHAHT JUMQOMBI,
cTaausi 3a00JIeBaHMsI M HAJIWYWE COMYTCTBYIOIIECH IMATOJOTHU. ODTHU TMapamMeTphbl

OTpPaKCHbl B MCKAYHAPOJHOM IIPOTHOCTHUYCCKOM HHIACKCC JIsI arpCCCHUBHBIX

mamdom (MITHA) (INHLP, 1993).

[IpornocTtuueckue GhakTopsi Kareropuu pucka 1j1st Bcex 00JIbHBIX

Bo3spacr crapmie 60 ner Huszkwit: 0-1

ECOG cratyc Goinee 2 [TpoMexyTOUHBIN HU3KHIL: 2

HopmanbeHbrit YPOBEHb [IpoMexyTOUHBIN BBICOKHM: 3
JIAKTATAETUAPOTre€HAa3bI Bricokuit: 4 nim 5

KomnuectBo 3kcTpanonanbHeIX | Kareropum pucka st OOJBHBIX MOJIOXKE

ouaroB OoJiee 2 60 et

I wm 1V cramgus 3a00iieBanus Huszkwnii: 0

[IpomexyTOUHBIN HU3KHIL: 1




ITpoMeXXyTOUHBIN BBHICOKHI: 2

Bricokuii: 3

[To3zmHee ObLTM CO3/1aHbl TPOTHOCTUYECKUE UHIEKCHI JUISl OTAEIbHBIX
UMMYHOTUCTOXUMHUYECKUX BapruantoB HXJI:

Jia honmuKynapHbIX TUM(pOM

[TporHocTudeckune GakTopsl Kareropuu pucka st 60JbHBIX
Bo3spact > 60 ner Hwuzkwuit: 0-1

['emornoOun < 12r/n [TpomexyTouHbIit: 2

Hopwm. JIJIT' Beicokuii: 3-5 wim 5

KonnuecTBO HOMAJILHBIX OUAaroB > 5

-1V ctagun

JIJ1st MAaHTUITHOKJIETOYHOM TUM(OMBI

[Iporaoctuueckue (HhakTopsl

Oat Bospact ECOG JIA /er JIAT | netikoruTo3
0 <50 net 0-1 <0,67 <6,7
1 50-59 net 0,67-0,99 6,7-9,99
2 60-69 net 2-4 1,00-1,49 10,0-14,99
3 >=70 nier >=1,50 >=15,0

Kareropuu pucka
Hwuskwmit puck 0-3 [IpomexyTou Bricokuii 6-11
HBIH 4-5

buonornueckuii MIPI: ynporiennsiii MIPI + 1 6amn, eciu Ki-67>30

Auddepenunanbuas auarftoctuka. B 3aBUCHUMOCTH OT KIMHUYECKUX
posBIICHUH, U] hepeHINAIBHBIN THArHO3 MPUXOIUTCS MPOBOJIUTH ¢ OOJIBITUM
KOJIMYECTBOM COCTOsTHUN.B ciydae ne6iora mumMpOoMBI ¢ yBeTUYCHUS TUM(POY3II0B,
HEOOXOJMMO WCKJIIOYUTh MENbIH psA HMHPEKIMOHHBIX M HEWH(PEKIIMOHHBIX
3a00JIeBaHUH, COMPOBOXKIAIOIMIMXCS JMMoaaeHonaTnei. MoxeT MOHaT00UThCs
MIPOBEJICHUE CIEIU(PUICCKUX TECTOB W KOHCYJIBTAIMS CIICIIHAIICTOB CMEXHBIX
CIIEUATBHOCTEM. ITpu TOJIO3PEHUU Ha nuMdaaeHuT HA3HAYaroT

AHTUOMOTHUKOTEPAIUIO C KOHTPOJBHBIM IMOCEIIeHNEM uepe3 2 Henmenu. B ciayuae




HOpMaJM3ai JUMGOY3JI0B CTaBAT JMArHO3 PEAKTHUBHOW JuMEOaTCHOIATHH.
[Ipu coxpaHeHUM yBENIMYEHHOTO JUM(DOY37Ia, COMHHUTEIBHBIX CIIydasX WA
MEPBUYHOM TIOJIO3PEHUM Ha  OIYXOJICBBIM IMpoIlecC IOKa3aHa OuoICHs
cMopdonornyueckoit BepuduKaImei mporecca.

Jas gedeHuss JUMEPOM HCIOIB3YIOT XHUMHOTEPANU0, UMMYHOTEPAIHIO U
JYyYEBYIO TEPaIuIo.

Br16op nedeHus 3aBUCUT OT TUCTOJIOTHYECKOTO BapruaHTa TUM(OMBI, CTAIUHN U
COMYTCTBYIOIUX 3abosieBaHui. llenpro JleuyeHUs TAlUEHTOB C arpeCcCHBHBIMHU
auM¢poMaMH SBJSIETCS MOJIHOE M3JIEYeHHEe, 4yTO BO3MOXKHO Yy 50-70% Momoabix
NalMueHToB. Pe3ynbTaThl JieueHHs y TAIlMEHTOB CTaplIero Bo3pacTa XYykKe.
Nunonentueie ynmumdoMbl, 3a wuckimodeHueM MALT- numdombl, ocraroTcs
HeuszeunuMbIMU. Llenp edenus Takux auM@om - MaKCUMalIbHBIM KOHTPOJIb HaJl
omyxoiibto. Ilpu BbIOOpE Tepanmuu HEOOXOJUMO TIIATEIBHO B3BEIIMBATH
BO3MOXXHYIO TOJIb3y OT TE€pAlUh U €€ TOKCUYHOCThb. Y MOKWIIBIX MMAalMEHTOB C
WHJIOJICHTHBIMU JTUM(POMaMU, UMEIOIIMNX TSHKEITYI0 COMYTCTBYIONIYIO MAaTOJOTHIO,
MPEXKIE BCETO, HY’)KHO CTPEMUTHCS K MPOJICHUIO JKU3HU C XOPOIIUM KaueCTBOM.

Pe3yabTarthl JedyeHusl.

Ilonnas pemuccusi: orcyrctBue mpuzHakoB aumdombl (100% perpecc
omyxoJieBoit Macchl), noarBepxkaeHHoe KT wnn [I9T/KT cmycts 8 Hepens mocine
okonuanus XT.

YacTuuHasi peMUCCHsl: YMEHBIIIEHUE pa3MepoB omyxoyin Oosiee yeM Ha 50%
M0 KOHTPOJIbHBIM ouaraM (Ipd WM3MEPEHUU JBYX AUAMETPOB) MpPHU OTCYTCTBUU
MOSIBJICHUS] HOBBIX OYaros.

Craduam3anusi  3200J1eBaHMsl:  U3MEHEHUE  Pa3MEPOB  OMYXOJEBBIX
obpaszoBanwmii (+ wim - 25%).

IIporpeccupoBanue 3a00JieBaHMS: YBEJIMYCHUE Pa3MEPOB OIMYXOJEBBIX
oOpazoBanuii 6onee yem Ha 50%, WM TOSBICHHE HOBBIX OIYXOJIEBBIX OYAros,
HECMOTPS Ha MPOBOJUMYIO TEPAMHIO.

PeunauB: mosBIEHUE OMYyXOJIEBBIX oOOpazoBanmii Oonee 1,5 cm mocne

JTOCTHXeHUs moJiHoM pemuccun 1o gaHHbM KT wim IO T/KT.



IIporHo3 3aBUCHUT OT THUCTOJIOTMYECKOTO BapHWaHTa, CTATUU 3a00JICBaHUS M
aJICKBaTHOCTH TIPOBENCHHON Tepanuu. [Io cpaBHEHUIO ¢ COMMIHBIMU OMYXOJISIMHU,
MPAKTHYECKH BCE BAPHAHTHI JTMM(OM SBIISIOTCS XUMHUOYYBCTBUTEIBHBIMU, JTaXKe
IIPU PACIPOCTPAHEHHBIX CTATUAX. MHOTHE MAIMEHThI MOTYT OBITH IOJTHOCTBHIO
U3JICUCHBI.

Mpopunakruka. DPdekTuBHON TPOPUIAKTUKA JTUMPOM HE CYIIECTBYIOT.
OOue peKoMEeHJAIMU CBOJATCS K HCKIIOYEHHI0 KOHTAaKTOB C TMOTEHIHUAIBHO

MyTareHHbIMHU (haKTOpaMHU.

Kparkas xapakrepucTtuka HaudoJiee yactboix Mopdosorudyeckux Tunos HXJI.

HNuponentuobieB-kierounbie JUM(pOMBI.

OOJJIUKYJISIPHASA JIUM®OMA (®JI) - camas pacmpocTpaHEHHas
Cpelud HWHIOJIEHTHhIXJIIMM(PoM, cocTtaBisieT B cpeaHeM 20% ot Bcex aumbom
B3pOCIBIX (MenuaHa Bo3pacta - 60 jer), mpoucxoauT u3 B-ki1eTok repMMHOMHOTO
IEHTpa, MPEACTABICHAIICHTPOLIUTAMU U IEHTpoOJIacTamMu, B OOJIBIIMHCTBE
ciy4aeB uMeeT (OJUTMKYIISIPHBINA THIT POCTA.

Kiaccuyeckn B OmyXoJieBBbIX KJIETKaX BBISBISIETCS XPOMOCOMHAsl abeppaiius
t(14; 18), 9TO MPUBOAMUT K TMOCTOSHHON aKTUBAIIMM W HM30BITOYHOM SKCIIPECCUU
oenka BCL2, xoropeiii Onokupyer amonto3. OmHAKO Mg pa3BUTHS JTUM(OMBI
HEOOXOJIMMBbI JIOTIOJHUTENbHbIE TeHEeTHUeCKue coObiTus. K HUM oOTHOCSTCS
TPHUCOMHUH, MOHOCOMMH, Pa3JIMUHbIC JICJICIMHM 1 TpaHCIoKauu: -1p, -64, -17p, +7,
+12q, +18g/dup, +der(18). Ho u oHM He Bcerma JIOCTAaTOYHBI MJi1 Hauasa
KJIOHAJIbHOM AKCHaHCUU. BaxkHyr0 poJib B MaTOreHe3e UTpaeT UMMYHOJOTHYECKUE
BO3JIEHCTBUSI  Ha  TpaHChOpPMHpOBaHHbIE  B-muM@OIUTEI  CO  CTOPOHBI
J0OPOKaYECTBEHHOTO MUKPOOKPYKEHUS.

Xapakrepubiii ummynopenotun: CD19+, CD20+, CD22+, CD79a+, CD10+,
Ho CDS5-; oaxcmpeccust Ki-67 antureHa oOBIYHO HHU3Kas, IMOBEPXHOCTHBHIE
uMMmyHor1o0ynuHel IgM u 1gG BeisBastoTces B 50-60% u 40% kJeTok, B TO BpeMs

kak [IgA,lgD BcTpeyatorcst oueHb peiko.



['ucronornyeckoe 3axnroyeHrne @JI yauTsIBaeT KIETOUYHBIA COCTAB U XAPAKTED
pocTa onmyxoJii. B 3aBUCHMOCTH OT KOJMYECTBA IIEHTPOOIACTOB B IMOJIE 3pEHUS HA
OOJBIIOM YBEIMYEHUH MUKpPOCKoma B 100myxoseBbiX (HoUMKyIax, TPaaAUIMOHHO
BBIIEIAIOT 1, 2 1 3 niuTosiorndyeckue TUmbl. [Ipu 1 nuTonoruuyeckom Ture mpoueHT
1eHTpoO1acToB coctaisieT oT 0 10 5 B mosie 3peHus, Mpu 2 [MUTOJOTUYECKOM THUTIE
or 6 nmo 15, mpu KoiaudecTBe IeHTpoOJacToB Oojee 15 ycraHaBiauBaeTcs 3
nuronornyeckui tmn OJI. OJI 3 Thma Takke mompasnesseTcs Ha 2 MOATHIIA Ha
ocHoBe Hamuuus (3A) wim otcyrcTBHs (3B)ICHTPOIMTOB B THCTOJOTHYECKOM
nperapare. bBoNBIIUHCTBO BIepBbie BBIABICHHBIX ciaydacB DJI  (80-90%)
MpeACTaBICHO 1-2 MUTOJOrMYeCKUM TUIIOM. OHU MOTYT OBITh OOBEUHEHBI B OJTHY
Ipyniny B CBA3U C OTCYTCTBUEM 3HAYUMOM pa3HUIBI B MOP(OJOTUYECKUX U
KJIIMHUYECKHUX TPOSBICHUAX. XapaKTep pOCTa OMYXOJIH 3aBUCUT OT COOTHOLIEHUS
bommukynsapHbIX U auddy3HBIX obnacTedl B marosorndeckoM obOpasie: 1) DJI
HoayssipHOTrO THMA (75% OIMyX0au mpeacTaBieHo (HOUTUKYIISIPHBIM TOPAKEHUEM),
2)DJI nopynspao-guddysznoro tuna (25% - 75% domnmukynspHoro pocra), 3) OJI
¢ nuddy3HbIM TUIIOM pocTa (MeHee 25%).

B knaccudukamuu BO3 2016 roxa npencrasieHsl cieayroiye BapuanTsl OJI:

1. Donnukynapuas meonnazua in Situ (XapaKTEpU3yeTCs] HUBKUM PHUCKOM
MIPOTPECCUPOBAHHMS 3a00JICBAHUS ).

2. [lyooenanvnviti mun @JI. s3xctpanofanbablii TUIT DJI ¢ MOKaIM30BaHHBIM
MOPaKEHUEM CIU3UCTON 000yI04KkK KkuiieyHuka (mpeumyiiectBeHHo JII1K),
KOTOPBIM COCTOMT U3 IIEHTPOIUTOB U xapaktepusyercsa t(14;18). Ilpornos
0JIaronpuUsTHBIN.

3. [leouampuuecxuti mun @JI (HOAaIbHBIA U SKCTPAHOAAIBHBIN) - 3TO peaKast
KJIOHaJIbHAsT (POJUTUKYJISIpHAS Mposiddepanns ¢ JOKAIU30BaHHBIM MOPAXKEHUEM B
OCHOBHOM B 00JIACTH TOJIOBBI M III€HU, COCTOUT U3 IEHTPOOJIACTOB C BBICOKHM
unnekcom npoaudeparmu (Ki-67 >35%), xapakrtepusyercsi orcyrctBuem t(14;
18), HO UMeeT psAI IPYTUX TeHETHYECKUX ocoOeHHocTel. Yare 60JIeI0T MaTbuHKHU.
OOmenpuHATbIE CTaHAAPTHI CTaaupoBaHUs U (GakTophl pucka nerckux DJI He

pa3paboTaHbl, Yallle UCIOJIb3YIOT XapaKTepHOE MJiA JIETCKOW OHKOIreMaToJOTvMu



cranupoBanue mo S. Murphy. Omnucanbsl €IUHUYHBIE Clydad TpaHCQOpMaIlnu B
JABKKIJI, B ocHOBHOM y moapocTkoB. Kak mpaBuio, mporHo3 OJaronpusTHBIN.
XUpypruyeckuii M KOHCEPBATHUBHBIM TEPANEBTUUYECKUN TMOAXOJ] MOXKET OBITh
JOCTATOYHBIM.

Knunnueckas xaptuHa @DJI nHambonee dacto MaHU(ECTHPYET Kak C
nepudepruueckoi, Tak U BUCIEpaIbHON duMbaneHonaTiu. Jpyrux KIMHUYECKUX
CUMIITOMOB MOKET J0JIr0 He ObITh. CO BpeMEHEM MPUCOEAUHSIOTCS CHUMIITOMBI
WHTOKCUKAIIMM - CJIa00CTh, MOTJIMBOCTb, CHIKEHHE Beca. MHOrma cUMOTOMBI
3aboneBanus mpu @JI MoryT OBITH CBSI3aHBI CO crelupuueckor HHUIbTpanuen
HEIUM(POUTHBIX OPTAHOB.

TepaneBTruyeckass TaKTHKa 3aBUCUT OT CTaJuM 3a00JIEBaHMS U OITyXOJIEBOU
Harpy3ku. Ilpu |-l cragum BoO3MOXEH MMOAXO0H «HAOMIOMAl U KAW» WU
IIPOBEJICHHE JIOKAJIBHOM JIydyeBOW Tepanuu.lIpu pacnpocTpaHEHHBIX CTaaMsIX NpU
OTCYTCTBMM CUMIITOMOB MHTOKCHKAIIUM BO3MOYKHA JINOO BBDKUAATEIbHAS TAKTHKA,
anbo  TapreTHas ~Tepanmus ~ MOHOKIOHanbHbIMH  aHTU-CD20  anTuUTenamwu
(putykcumad, oOunyTy3ymal). [lpu mosiBneHuU >xanod MOKa3aHO MPOBEACHHE
ummyHoxumuoTepanuu: aHTH-CD20 B coueranuu ¢ CHOP (yuxnogocgan,
00KCOPYOUYUH, BUHKDUCMUH U NPeOHU30a0H). JIJa TOXWIIBIX OOJIBHBIX WIIH
NAIMEHTOB C TSKEJIBIMU COIYTCTBYIOIIMMHU 3a00JIeBaHMSMM Tepamnueil BeiOopa
MoxeT ObIThb codetanue [IXT, we cooepowcaweri aumpayuxkiunos, ¢
PUMYKCUMADOM. B HacTofAlllee  BpeMs  JokazaHa  3(PQPEKTUBHOCTD
NoAACp>KUBAIOIICH Tepanuu pumykcumadbom. Ilpenapatr HazHauarT 1 paz B 2
Mecsna B TedeHne 2-x neT. [lpu peumpmBe @PJI mpoBOOAT XHMHOTEPANUIO
QIBTEPHATUBHBIMUA PEKMMaMH, BO3MOXXHO NPHUMEHEHHE TAapre€THHIX IPENaparos,
OJIOKUPYIOIIMX Tepeiadyy CUTHala OT B-KJIETOYHOro peuentopa, Wik BIUSIOMIMX
Ha B3aMMOJICHCTBHE CO CTPOMAIILHBIM MUKPOOKpPYX)eHUEeM. Xopoiuii 3¢ EeKT gaer
BBICOKO/I03HAast XUMUOTEpaIus C ayTOJIOTUYHOU TpaHCIUIaHTALUEN
reMonosTuyeckux cTBoJOBbIX KkieTok (TI'CK). ¥V wMonoablx MNalMeHToB C
NOBTOPHBIMU PELUAMBAMU W arpecCUBHBIM TEYEHHEM MOYKHO pPACCMOTPETh

BO3MOXXHOCTH npoBenienus amiorenHo TI'CK unu tepanuro CAR-T kierkamu. B



HACTOAIIEE BpeMs, HECMOTpS Ha pa3pabOTKy HOBBIX METOIOB JI€UEHUS,
bomnukynspHas TuMpomMa OCTAETCs] HEU3IEYUMBIM 3a00JIEBaHUEM.

JAM®OMA MAPIUHAJIBHOMW 30HBI (JIM3)- 510 Tpymma B-
KJIETOYHBIX  JUM(POM, TMPOUCXOAUT U3 B-KJIeTOK pacmojararpomuxcs B
MapruHajibHOM  30HE JUMGOUAHBIX  (POJUIMKYJIOB JUMGATHYECKUX  Y3IIOB,
TuM(paTUYECKUX TKaHEH M CeJe3eHKH, COCTaBisieT B cpeaneM oT 5% no 17% Bcex
HXJI (megmana Bospacta — 60 mer). CymiecTBYIOT Tpu ToxaTumna JumMbom
MapruHaJIbHOM 30HBI: 1) 3KcTpaHoanbHas TuMpoMa, UCXOAIIas U3 JIUMQPOUTHON
TKaHW,  aCCOLIMMPOBAaHHasg  CO  CIM3HCTBIMU  oOojloukamu  (mucosa-
associatedlymphoidtissue (MALT); 2) cene3éHouHas num@oma MapruHaIbHON
30HBI ¥ 3) HOJayNbHas JuMdomMa MapruHaIbHON 30HBL. B kimaccuduxanuu 2016
rojia BBIJCISIOT TAKXKE IMEIUAaTPUUYECKYI0 MaprUHAIbHYI0 JUM(POMYHOAAIBHOTO
THIIA.

DTa Matojorus BbI3bIBACTCS MPOJOJIKUTEIBHBIM KOHTAKTOM C MUKPOOAMH WU
C COOCTBEHHBIMH AHTUT'€HAMH, B PE3YJbTaTe AKTUBUPYETCS POCT JUM(OUTHOM
TKaHW. 3a pa3BUTHEM JUMGPOM CTOST TaKME ayTOMMMYHHbIE 3a00JIeBaHUSI Kak
TUPEOUIUT XalIMMOTO, MUOAMUTEINANBHBIN CHA0aCHUT C WIM 0e3 CHUHApOMA
Coerpena, a Ttaxxe auMpoHAHAS WHTEpCTUIIMANIbHAS mMHeBMonatus. Cpeau
AHTUTEHOB  MHMKPOOHOTO  TPOMCXOXKICHUS, Y4YaCTBYIOIIMX B  IATOreHE3e
3aboneBanusi, BwlIEIAOT Helicobacterpylori (MALT-numdoma xemynka),
Borreliaburgdorferi (MALT-nmumdoma koxwu), Campylobacterjejuni(MALT-
mumpoma ToHkoro kumieyHuka), Chlamydiapsittaci (MALT-numpoma opOuTsl) 1
BUpyc renarura C, KOTOPbIM HEPEIKO CBA3BIBAIOT C BO3MOKHOCTBIO PA3BUTHUS BCEX
TPEX TUCTOJOTHYECKUX pazHOBHAHOCTEN JIM3.

Xapaktepublii ummyHodenotun: CD19+, CD20+, CD22+, CDS5-, CD10-
CD23-; slg+, yposens sxcnpeccust Ki-67 00bIYHO HU3KHUH.

MALT-aumdoma cocrasiusaeT 7-8% ot Bcex HXJI, cpeanuii Bo3pact - 60 jer,
yamie OoneroT skeHiuHbl (1.7/1).Knunudeckue nposiBIeHUs pazHOOOpa3Hbl U
3aBHUCAT OT JIOKanu3auuu onyxoin.B 39 % cnyuaes MALT-nmumpoma Bo3HUKAET B

CIU3UCTON kemynka, B 11% - B koxe, B 10% - B catoHHOM »kejese, Ha 00JacTh



opOUTHI U NIerKuX-10 9%, TOHKHI KUIIEYHHK - B 7 % CIIy4aeB, TOJCThIM KUIIEYHUK
U npsiMas Kuiika — B 2%, muToBuaHas xeneza B 4%, monouHas xkenesza B 1%, Ha
BCE JIPYrue JIoKanu3auu npuxoautcs 3%.

B 3aBucuMocTH OT Jokanmu3amuu JUM(OMBI Il TIOCTAHOBKH JIMAarHo3a H
omnpeneneHus craauu, kpome Ouorncuu u KT, mpoBOAAT COOTBETCTBYIOLIUE
HHAOCKOMMYECKHE METObI 00cieoBaHus: (UOPOracTpOCKOINI0, KOJIOHOCKOIIHIO,
Oponxockonui. Heo0xoamMo MUKpOOHOIOTHYECKOE UCCIICIOBAHUE OMyXOIH IS
BBISIBJICHUS. MUKpOOHOTO Bo3OyauTtend. s JIM3 xapakTepHbl IUTOT€HETHUECKUE
nosiomku: t(11;18)(q21;q21)API2/MALT]I, a Taxxe t(14;18)(q32;q21)MALT1/IgH
u t(3;14)(p14.1;q32)FOXP1/IgH. Tpancnokamus t(11;18) accouumpyercs ¢ Oosee
arpecCMBHBIM TE€UEHHWEM M OTCYTCTBHUEM OTBETA Ha aHTUOAKTEPHAIBHYIO TEPAIHIO.
[TpucyTcTBHE MUKPOOPTAaHU3MOB M UX BEPOSITHAS POJIb B ATHOJIOTHH M TTATOTCHE3E
MALT-nmumdboM MO3BOJIWIO MPEANOI0XKUTh, YTO YHHUUTOKEHHE CrenuduuecKkon
MaTOT€HHOM (hJIOPHI MOXKET MPUBECTU K KOHTPOJIIO HAJl 3a00I€BaHUEM.

B Hacrosiee BpeMsi cuutaercsd, utro Jieduenue MALT-numdombl xemynka,
€CJIM HET HEeMOCPEACTBEHHOW YIrpo3bl KpPOBOTCUYEHHMS, CJIEAYyeT HaYMHATh C
aHTUOMOTHUKOB. M CMONB3YIOTCS CXEMBI, TPUMEHSEMBIC IS JICUYCHUS S3BEHHOM
OoJie3HM WK TacTpuTa, Bhi3BaHHOTrO Helicobacterpylori :

-omenpazon 20 Mr x 2 pasza B AeHb, MeTpoHua30s 400 mMr x 2 pasza B J€Hb,
KJIapuTpoMuliH 250 Mr x 2 pa3a B JA€Hb;

-omenpa3zon 20 Mr x 2 pa3a B JieHb, amokcuiiuuinH 1000 Mr x 2 pa3a B A€Hb,
kiaputpomutiiH 500 Mr x 2 pa3a B A€Hb.

JIMMTEIRHOCTE JICUSHHS 0 00CHUM cXeMaM cocTaBisieT 1-2 Hemenn. M3nedenue
ot Helicobacterpylori nocturaercs B 98% ciay4aeB, Mpu 3TOM TOJHAS PEMHCCHUS
peructpupyercst y 62%, yactuunas pemuccusi — y 12%, crabunuzamus — y 4%, a
nporpeccus - y 2% nanuentoB. Jljig onieHku 3¢ dekTa mocuae Tepanuu HeooXoauma
NMOBTOpHAass  uOporacTpockonus ¢ OWONCHMEH W THUCTOJOTHYECKUM
MOATBEP)KIACHUEM peMUcCHH. B CcBs3W ¢ Tem, 4Yro TIOCJIEe  CaHAIlUU
Helicobacterpylori, Bo3aM0)kHO TTOBTOpHOE HHPHUITMPOBAHNE U PELUIMB JTUM(POMBI,

MNagueHTOM PCKOMCHAYCTCSA B IICPBLIC 2 roga IoCJjIC H3JICUCHHUA IIPOBOAUTH



KOHTpOJIbHBIE uccienoBanus Ha Helicobacterpylori u  ¢ubporacrpockomnmio
Ka)K/Ipl€ MOJITroAa.

He cymiecTByeT yeTkuX pekoMeHaaluii rmo ieueHuro Helicobacterpylori
HeraTuBHBIX (hopm MALT-numdom xkenyaka, Takke Kak HET UX JUIsl O0JIbHBIX
YCTOMYUBBIX K aHTHOAKTEPUAIBHON TEPAUK U JIJIsl MAIMEHTOB C IPYTUMHU
Jokanu3anusaMu. PeMuccust Bo3MOKHA MPU UCIIOJIb30BaHUM UMMYHOTEpAuu
aHTU-CD20 MOHOKJIOHAJIBHBIMU aHTUTEIAMU, 0€3 WIIA ¢ TPUMEHEHUEM
XUMHUOTEpAIU aJKWIUPYIOMIUM penaparoM. JloOuThes yCTOMUMBON PEMUCCUU
Ha [ u Il ctaguu num¢oM xermryaKa BO3MOKHA ITPU UCIOJIB30BAHUM pPauoTepauiu
— HEKOTOPBIE MCCIIEIOBATENH MOTYYHIN O0OHAASKUBAIOIIUE JTAHHBIC JICUECHHUS C
MOMOIIBI0 3TOr0 MeTo1a. O0mas 3¢ dekTuBHas 103a 00IydeHHUsS HAa 00J1aCTh
XKeITyJKa U peruoHaigbHble TuM(oy3isl, onieHuBaercsa B 30 I'p. ['actposkromus,
PE3eKIus KEeTyJKa Y ATOM KaTeropuu OOJIbHBIX celuac MPUMEHSETCS He YacTo.
OnepaTUBHOMY BMEIIATEILCTBY MOABEPTAIOTCS MAIIMEHTHI C KPOBOTCUCHUEM,
OCOOEHHO €CJIM €r0 HEBO3MOYKHO OCTaHOBUThH CTaHAAPTHBIMU METOIAMU WJIU B
cilydae OUTMOKY B TMarHOCTUPOBAHUU paKa xkKeyaKa. bolbHBIM ¢
pacripocTpaHeHHOH (HopMoit 60JIe3HN HEOOXO0IMMa TepaIus ATKUIUPYIOUTUMU
nuTocTaTukaMu (1ukiodochaMuioMm win xaopoyruaom) Bmecte ¢ aHTuCD20
MOHOKJIOHAJIbHBIMU aHTUTeIaMU. [Ipy 3TOM MOIHBIE PEMUCCUU TOCTUTAIOTCS Y
75% manueHToB ¢ BEPOSITHOCTHOM S5-TH JIeTHEH Oe3pelIuBHON 1 001Ien
BEDKHBaeMOCTEIO 50% 1 75%, COOTBETCTBEHHO.

VY nauumedToB ¢ apyrumu  JokanuzanusaMu  MALT-mumdoMbl TpUHIUTIBL
TEepanuu TaKHUE >K€, HO Tepanus aHTUOMOTMKAMU HMMEET MEHbIIee 3HAauCHHUE.
Bo3MmoxxHO mpuMeHeHHne AOUMIUKIMHA Tipu JiedeHun JIM3 B oGmactu opOUTHI.
OOBIYHO TPU 3TOM JOKANM3ALUMU MPUMEHSIOT JIy4eBYIO Tepanuto B go3e 24 I'p u
Tepanuio putykcumMaboM. XapakTepHOW OCOOCHHOCTHIO JTUM(OMBI  SBISETCA
pPELUANB C MPOTUBONOJIOKHON CTOPOHBI YePE3 HECKOJIBKO JIET. JleueHne penuansa
TaKke JaeT xopomue pesyibTaThl. BIIB npubmmkaercs k 75-80%, a oOmas

BBDKHBAEMOCTH 0K0JI0 100%.



Jlumdpoma MapruHajJbHOH 30HBI cejie3eHKH- penkurd noxarun  HXJI,
BcTpeuaeTcs B 1% ciydyaeB OT BceX AUMQPOM, TPOUCXOAUT U3 MOCTTEPMUHOMHBIX
B-xnerok  namAtH. OCHOBHBIM  KIMHHYECKMM  IIPOSIBICHUEM  SIBISETCS
CTUIEHOMETAJIHSIH MOPaKEHUE KOCTHOTO MO3Ta ¢ MUHUMAaJIbHOU TuMpaaeHonaTuei
wiu 6e3 Hee.B nepugeprueckoil KpOBU MOXKET ObITh LIUTONEHUS, 00YCIOBICHHAS
TMIIEPCIVIEHU3MOM M PEXE C ayTOAHTUTEJIaMU WIM HHQWIbTPALME KOCTHOTO
Mo3ra. Y  3HAQUMTENbHOW  YacTH  OONBHBIX  yHaeTcsa  OOHAapyXWUThb
MOHOKJIOHAJIbHBIMIIAPAIPOTEHH, OTHOCAIIUMCA K [gM.

JlnarHo3 cTaBSIT HAa OCHOBAaHUU KIMHUYECKOW KapTUHBI, MOp(OJIoTUn
JUM(OMHBIX KIETOK M HMMYyHO(peHoTuna. Ecnum nuarHo3 mo marepuainy H3
KOCTHOI'O MO3ra MM NepUPEepUyYecKol KpPOBH YCTaHOBUTh HE YyAAaeTcs, TOrJa
€AMHCTBEHHBIM  JIMarHOCTUYECKUM  METOJOM  OCTA€TCs  CIUIEHIKTOMHS C
NOCJIEAYIOIIUM MMMYHOTHCTOXUMUYECKUM HCCIEOoBaHUEM. B 3TOM ciydae oHa
TaKk)Ke SBJISETCS U MeToaoM JyeudeHus. Ho Oornee pacmpocTpaHeHa MOHOTEparus
pumykcumadbom B no3e 375 mr/m2 1 pa3 B Henento B TeueHue 1 mecsina. Eciam
3¢ (deKT OT Tepanuu HEMOJIHbIN, TO BBEACHUS PUTYKCHMMa0a MOKHO MPOAOJKUTH,
HO yXe B pexxuMe 1 pa3 B mecsill B TeueHue 4 mecsues. Eciu numdpoma Bo3HUKIIA
Ha (oHe remnatuta C, TO Tepamus NPOTUBOBUPYCHBIMM MpenapaTaMu, HarpuMep,
uHTeppepoHoM o WM pUOABUPUHOM MOXKET MHIYLUPOBATb PEMHUCCHUIO
3a0oneBanus. [lpu peruanBe wian HEAIP(HEKTUBHOCTH TEPANUH PUTYKCHUMAOOM,
MO’KHO HCIIOJIb30BaTh OJOKATOPbl CUTHAJBHOTO MyTH B-KieToyHoro penenropa,
HaIlpuMep, UHrMOUTOPBI TUPO3UHKMHA3BI bpyTtoHa. B 10% cinyyaeB mpoucxoaut
Tpanchopmarss B aAuddy3Hyro B- kpynHokierounyro saumMdpomy. OOBIYHO
TpaHcopMalysi CONPOBOKIACTCS MOSIBICHUEM HOBBIX XPOMOCOMHBIX ITOJIOMOK, B
TOM 4YHCIe MyTanua reHa pS3 mporenHa. Menuana OB npu JIM3 cene3eHku
cocrasisietr 10-11 ser.

Hopanbnasi numdoma MapruHajibHOM 30HBI - OYCHBb peaKoe 3a00JeBaHue,
XapakTepu3yrolleecss  yBeJIMYEHUEM  NepupepruvecKux,  BHYTPUTPYAHBIX,
aOIOMMHANBHBIX JHUM(]OY3710B, y 1/3 MmanueHTOB B MATOJIOTMUECKHUN MPOLECC

BOBJIEKAETCSI KOCTHBI MO3T. MOKeET ObITh MOBBIIIEH -2 MUKPOIJIO0YJINH, U3pEIKa



BBISBJISIIOT  MOHOKJIOHAJIBHBIM — mapamporenH. Jlumdoma mporekaer Oonee
arpeccuBHO MO cpaBHEHUIO ¢ Apyrumu JIM3. OOBIUHO ISl J€UEHUST UCTIOIb3YIOT

MOJIMXUMHUOTEPAINTHIO ¢ pumykcumabom, Harpumep, R-CHOP.

ArpeccuBHbIe JUM(POMBI.

JUDDY3ZHASA B-KPYITHOKJIETOYHASA JIUM®OMA (JABKKJI) - 310
reTeporeHHasl Tpymmna 3a0ojieBaHMid, OO0beAuHsIOmAas He MeHee 10 pa3nmuyHBIX
HO30JIOTHYECKUX (OPM,C Ppa3IMYHBIMU KIMHUYECKUMHU, MOP(HOIOrHYECKUMHU,
UMMYHO(EHOTUITMYECKUMH, ITUTOTCHETUYECKUMH TIPOSIBIICHUSMH W OTBETaMH Ha
tepanuio. CyOCTpaToM OMyXOJM SIBISIIOTCS KpymnHble JuMdouaHbie B-kierkw,
KOTOpPbIE XapaKTEePU3YIOTCS BBIPAKEHHBIM aTUIMU3MOM U MojauMopdusMom, u
HaJIMYueM KPYIHOTo sijipa U 0a30puiabHON IuToIIa3Mbl. OIMyXoJieBble KIETKH B
OOJIBIIMHCTBE CiydaeB pacnojararorcs aud@y3Ho, HO HHOrAa o0OOpaszyroT
ckoruieHusi. OOt pucyHok nuMmdoysna crept Bcienctsue Aud@dy3HOro Tuma
pocrTa.

Otuonorust JIBKKJI HeuszBecTtHa. BO3MOXXHO, YTO OIpEEICHHOE 3HAYCHUE
UMEEeT UMMYHOJIE(PHUIIMTHOE COCTOSHHE W, B OTIEIBHBIX Ciy4asx, Hanuuue ObB
uHDEKIuY.

Ha nmomro JABKKIJI mpuxomutcs no 30% ot Bcex HXJI. 3aboneBaemoctb
cocraBisieT B cpegHeM 4-5 na 100000 HaceneHwus, €XErogHo B MHpE
muarHoctupyercst 123000 woBeix ciywyaeB JIBKKJIL. 3aboneBanune moxer
neOroThpoBaTh B 11000M Bo3pacte. CpeaHuit Bo3pact 3a0oseBniux 60 jerT.

Onyxonesbie kietkn npu JIBKKJI o0baHO 3KCnpeccupyroT mnaH-B-
kietounsle anturensl: CD19, CD20, CD22, CD79a, PAXS. B 50-75% cny4aeB
AKCIPECCUPYIOTCS TOBEPXHOCTHBIC U IMTOILIA3MATUUECKUE HMMYHOTJIOOYJIUHBI
(IgM, IgG, IgA). CD30 MoxeT BBISBISAThCS Ha OMyXoJeBbiX kieTkax B 10-20%
ciyyaeB. CD5+ Ha knetkax onpeaensiercs y 5-10% naiueHTos.

JABKKJI MoxeTr BO3HUKATh denovo, um BTOpHUYHO, B pE3yJibTare
TpaHchopmarmu uHAoJeHTHBIX JuMmdom. JIBKKJI mpoucxonst uz B-kinetok ¢

COMaTHYECKOW THrnepMyTalueld TeHa UMMYHOTJI00yJIMHA, HO Y YacTH MallMeHTOB



3Ta MyTals y>K€ 3aKOHYWIACh, @ y YaCTH — MpoJoKaeTca. TakuM oOpazom, 1o
kierouHoMy npoucxoxaeHuto sce JABKKJI geasitest Ha ABe 0oJiblIIMe IPYNIIBI:
JABKKJI wu3 B-kmerok repmunomHoro 1ieHtpa (GCB) wu  JABKKII wu3
aKTUBHPOBaHHBIX B-kierok (ux Takxke HazbiBaroT, JIBKKJI He u3 B-kierox
repMuHOMHOTO 1eHTpa: Non-GCB unu ABC). B kiuHMYeckoil mpakTUKe IBa
BapUMaHTa MOXHO PAa3JIMYUTh MO HAJIMYMUIO KJIAcTepoB JU(PPEepeHIpOBKH Ha
noBepxHoctu kietku: CD10, BCL-6 n MUMI.

CD10 B 30% kJeToK CBUAETEIBCTBYET O MpUHAJICKHOCTU JIuMPombl Kk GCB-
tuny. Eciu CD10 orcyrcrByet, HO ectb BCL-6 B 30%, 1O numdomy Ttaxke
ciemyeT oTHecTH K GCB —BapmanTty. A ecnmu obHapyxuBaetcs MUMI (30%) npu
orcyrctBun BCL-6, 10 peur maer o non-GCB tume. Meton omnpeneneHus
HA3bIBACTCS AJITOPUTMOM XaHCA 1O UMEHU aBTOpa. MeToJ O4eHb MPOCTOM, HO HE
TOuHbIA. [l Oosiee TOYHOTO OIpeAeNieHus KIETOYHOW MPUHAJJICKHOCTU
HEe0OX0oauMbl MoJieKysipHo-reHeTnueckue moaxonasl. Jms JIBKKII xapakrtepen
BBICOKMH MOKa3aTeiab mnpoiudepatuBHoi akTtuBHOCTH Ki-67 ot 40% mo 90%.
Okcnpeccus pS3 ompenensaercs y 20-60% mnamuentoB. B mocnegHee Bpems
aKTUBHO M3YYalOT YPOBEHBb DKCIPECCHU M MYyTaIlUU Pa3IUYHBIX TEHOB, TaK Kak
BBISIBJICHHE KOHKPETHBIX MHUIIICHEH B OYyIylIeM MOXKET Peaiu30BaThCsl B CO3/IAaHUN
HOBBIX TapreTHBIX MpernapaToB. V3BECTHO HECKOJBKO T'€HOB, MyTAIlMH KOTOPBIX
MoryT BiausATh Ha mporHo3 mpu JIBKKJI: MYDS88, CD79B, BCL6, NOTCH2,
NOTCHI, EZBH2 u BCL2.

Kmuanueckass kaptuna npu JIBKKJI pasnooOpasHa wu omnpenensercs
JOKalu3aluen, pacmpoCTPAaHEHHOCThIO  OMYyXOJM, HAaIUYUeM  CHUMITOMOB
WHTOKCUKAIIIH,

OcHoBHbiMH Tiporpammamu  JjedeHus JIBKKJI sBusitoTcss aHTpanukiIvH-
copepxamue pexumbl [IXT. Crangaptom Tepanud NEpPBON JUHHUM SBISIETCS
ummyHoxumuoTepanuss 1o  cxeme R-CHOP(pumyxkcumab, yuxnogocghan,
00KCOpYOUYUH, SUHKPUCMUH, NpeOHu3010H). TIpoBOAAT 6 IMKJIOB TEPAIlHH.
[TogepKUBaIOIIYIO TEPANUIO MIPU arPECCUBHBIX JIMM(OMaxX HE TTPOBOJIAT, TaK KaK

OHa HC yJIy4YlIacT BLDKMBACMOCTD ITAIIUCHTOB.



[Mpu permmmuBax (15-20%)u pedpakreproctu (20-30%) mpoBoasT Tepamnuro
BTOPOM JIMHUMU. B KayecTBe BTOPOU JIMHUM TEPANMUHU 4aCTO UCHOJIB3YIOT PEKUMBI,
OCHOBAaHHbIE HA Tpermaparax UUCIUIaTUHBI, TEeMIUTa0MHA B COYETAHUU C
AIKWIMPYIOIIMMU ~ [IpenaparaMu W JeKkcameTta3oHoMm. Ilpm  oTcyrcTBHM
MEeTa0O0JIMYECKON aKTUBHOCTH TMallMEHTaM MOJIOJIOTO U CpEeAHero Bo3pacra 0e3
CEpPbE3HBIX  COMYTCTBYIONIMX  3a00JieBaHWM,  IPOBOJSAT  BBICOKOAO3HYIO
xumuoTtepanuio nox 3amuroi aytoTT'CK. B pesynbrare ayroTI'CK moxeT ObITh
JOCTUTHYTA JUIMTENbHAS PEMUCCHS W JaKe wu3lieueHne y 25% NanueHTOoB.
AnpTEpHATUBOIN BBICOKOJIO3HOM XMMHUOTEPANHMH UM B CIIy4ae €€ HEyJauydh MOTYT
ObITh HOBBIE MpenapaTbl. ITO UMMYHOKOHBIOTAThl (MOHOKJIOHAJIbHOE aHTHUTENO,
COEJMHEHHOE C LIMTOCTATHUKOM HJIM TOKCMHOM) WJIM OucHenu@puueckue aHTUTesa
(a"HTHTENA, HMMEIONIME YYaCTKH, CHOCOOHBIE NIPHCOECTUHUTHCA K OIyXOJIEBOU
KJIETKE U K MMMYHOKOMIIETEHTHO! KiieTke). [IpuMepamu MoryTt ObITh IpemnapaTsl
nonamysyma6 (anmu CD79¢ + aypucmamun E), mocenery3symad (antuCD20 wu
antu CD3¢). Eme omHuM HOBBIM METOAOM KIETOYHOW HWMMYHOTEpAIIUH,
npumensieMbiM y naniieHToB ¢ JIBKKII sasusercs CAR-T mepanusa. Knunnyeckue
yccienoBaHus mnokazanud, 4yto 'y 80% mnanueHTOB MOXHO ITOJYYHUTh OTBET CO
CTOPOHBI OIYXOJH M y Oo0Jee MOJOBUHBI MALMEHTOB - MOJIHBIM oTBeT. OIHAKO
W3JICYMBAIOIIMM ITOTEHIMAJIOM Y TMAalMEHTOB C PEUUIUMBAMH WU PE3UCTEHTHBIM
teueHueM JIBKKJI o6nagaer Ttonpko amnoTI'CK. Ilo paHHBIM KpYHHOTO
PETHCTPOBOTO MCCIIEIOBAHUS JOJTOCPOYHBIE PEMUCCHH YAAETCS MOIYy4uTh y 35%
nanueHToB. HemoctatkoM wmeToAa SIBASETCS OTHOCUTEIBHO CJIa0bid 3¢ dexT
«TPAaHCIUIAHTAT-IPOTUB-TUMGOMBI», TodToMy amioTT'CK MOXHO NpUMEHSTh
TOJIBKO JUJISl KOHCOJUAALMM PEMUCCUU y MOJIOABIX MallMeHTOB 0e3 TshKeIon
COIMYTCTBYIOLIEH NATOJIOTMH U MPU HAJIMYUU COBMECTUMOTO JOHODA.

MAHTHUHOKJIETOYHASA JINM®OMA (MKJI uau JIHM®OMA M3
KJIETOK MAHTHUU (JIKM) - 5T0 arpeccuBHas auMdoma, KOTopasi COCTaBJIsSCT
8-12% ot Bcex HXJI, u3 numdOUTHBIXKIETOKMEIKOIO U CPEIHEro pa3Mepa ¢
HEMpaBWIbHBIM KOHTYpoM siiep u xapakrtepusyerca t(11;14) (ql3:;q932). B

pesynbrare Tpanciokaiuu reH CCNDI, komupyromuii Oenok nukiauH D1 wam



BCL-1, nepenocurcs u3 13 nokyca mimHHOrO mieda 11 XpoMOCOMBI B JIOKYC
T€HOB  TSKENbIX  Ieneil  MMMYHOTJIOOYJMHOB,  YTO  COMNPOBOXKIACTCA
TUIepIKCIpeccueil OeKa-peryisiTopa KJIeTOYHOTO IUKIA. Y MHOTHX IMallMeHTOB
BBISIBJISIIOTCS IONIOJTHUTENIbHBIE XPOMOCOMHBIE abeppari.

XapakTtepHslii uMMyHopeHoTun: CD20+, CD5+, CD10-, CD23-, nuxnua D1+.
[TonoxuTenbHas okpacka Ha MUKIMH D1 oTHOCUTCA K 00s3aTENbHBIM MPU3HAKAM
MKIJI, mo3Bonstomum  guddepenuupoBate e€ ot  gpyrux  CD5+
auMdonpoaudepaTUBHBIX 3a00JICBaHUH.

BrigenstoT 1Ba OCHOBHBIX IuTonorudeckux Bapuanta MKIIL: kmaccuueckuit
(>80%) m OnacTouIHBIIN/TOIUMOPQHBIN BapuaHThl. Pa3dnuuaror HOAYISpHBIA (B
T.4. MAHTUHHBIN), 1D y3HO-HOMYIAPHBIN U AU((Y3HBIH THIIBI POCTA OMTYXOJIH.

BONBIIMHCTBO TAIMEHTOB B MOMEHT OOpalieHuss K TeMaToJorTy HUMEIOT
pacipoCTpaHEHHYIO CTaJui0 3a00JeBaHUS C BOBJICYEHHEM MHOTMX TPy
auMdoy3znoB. YacTo oOHapykuBaeTcs nopaxenue koctHoro mosra, KKT, msarkux
tkaneut, [{HC u npyrux opraHos.

[Tporno3 mpu MKIJI onpenensercs Mop¢OJIOTHYECKUMU OCOOEHHOCTSAMH,
MEXIYHAPOJHBIM MPOTHOCTUYECKUM HHJIEKCOM, T€HETHUYECKUMH OCOOCHHOCTSIMU
U MOJIEKYJISIPHO-OMOJIOTHYECKUMU XapaKTEepUCTHKaMU. biiacTrouaHblii BapuaHT
3a0onieBaHuss (B OTJIMYME OT KJACCHMUECKOIO0 MJIM  MEJKOKJIETOYHOrO),
koMIiekcHbd  kapuotun (t(11;14) (ql3; q32) + 3 u Oonee reHeTHYECKUE
nosioMku), Hanumuue Mmytamuun B TP53 u  NOTCHIlaccomuupyrores ¢
HEOIArONMPHUSITHBIM MPOTHO30M.

HecmoTtps Ha KpaifHIOIO arpecCUBHOCTh JUM(POMBI, Y OOJIBITMHCTBA OOJIBHBIX
MO’KHO MOJIyYUTh peMHUCCHH 3a00JeBaHUs.OCHOBHBIM METO/IOM JICUEHUS SIBIISIETCA
uMMyHOxuMuoTepanus. CranmaptHoi Ttepanuu l-oit nuHum 11 MKJD He
BbIpaboTano. Hawnydiive pe3ynbTaTsl MOJYYeHBI TP HA3HAYCHUH WHTCHCHUBHBIX
PEKMMOB, BKJIIOUAIONIMX ITUTOCTAaTUKKM B OONbIMX Jo03ax (Hampumep, R-
HyperCVAD wunu «CckaHAWHABCKUM MPOTOKOJ», COCTOSIIHN W3 YepeayOIMNXCs
k108 MaxiCHOP 1 BBICOKO03HOTO IIUTO3apa) ¢ 00s3aTeIbHBIM J00aBICHUEM

antu-CD20 MoHOKJIOHaIBbHBIX aHTUTEN. C Lenplo  yAep>KaHusd MOJTYYEHHBIX



peMUCCUIl B MEpPBYIO JIMHUIO TEpPalUyd BKJIOYAIOT KOHCOIMAALMIO B BHJE
BBICOKOJIO3HOW  xumuoTepanuu  noxa  3ammuroil  ayroTT'CK.  TpexnerHss
Oe3peruauBHas BBKMBAEMOCTh NMPU TAKOM arpeCcCMBHOM JICUEHUM, COCTABIISET
54% - 89%. O0s13aTenbHOMN ABISETCS MOACPKUBAIOIIAS Tepanus pUTyKCUMaOoM B
TeueHue 2-3 ner. B Hacrosiee BpeMsi BeIyTCs KIMHUYECKUE WCCIEAOBAHHS TIO
M00aBJIECHUIO  WHTUOMTOPOB  TUPO3WHKMHA3bl  bpyroHa  (ubpymunuba,
axanabpymunuba) B IEPBYIO JTUHHUIO TEPANTUH, OCOOEHHO Y MOXKHIIBIX MAI[EHTOB,
KOTOPbBIM  HEBO3MOXXHO  TIPOBECTH  KOHCOJMJIUPYIONIYIO  TEpamuio ¢
aytoTT'CK.U3yuaetcs 3¢ PeKTUBHOCTH MOACPKUBAIOIIICH Teparnuu
uHruouropamu B-knetouHoro peuenrtopa. B yieyeHum peuuauBa MNPUMEHSIOT
IUTATHHCOCPIKAIIME PEKUMBI, MHIHOUTOPBI mpoTeacoM (Hopmeszomub), MTOR
uneubumopwl, Tpenaparbl, BIUAIOIMIME HA MUKPOOKpYKeHue (manudomuo,
JIEHATUOOMUO), UHTUOUTOPBI BCL-2 (6enemorxnaxc), UHeUOUMOpPbI
mupo3unkunazel  Bpymona. Y ~ MOJOIBIX MallMEHTOB  OOHAJEKUBAIOIINE
pesyabpTarhl nonydensl npu amwio TI'CK. OOmas 5-Tv JEeTHSS BBDKHMBAEMOCTD
6onpHBIX nocturaet 60%. O6cyxnaercs npoeaeHue amwio TI'CK B nepBoii tuHuM
TE€panuu y MaIlMEHTOB CO CBEPXBBICOKUM PHUCKOM: OJIACTOMJHOM BapHUAHTE,
BBICOKUM JIEIKOLIMTO30M, MyTalllX B reHe p53.

JIUM®OMA BEPKUTTA (JIB)kak otmenbHOe 3a00jicBaHHE BIIEPBBIC
omucano DennisBurkitt B 1958 romy Bo Bpemsi paboTbl B 3KBATOPHAIBHOU
Adpuke. Knuandecku BoienstoT 3 Bapuanta JIb: sHAeMUYHBIN, CIOpATUYECKUN U
aCCOLMUPOBAHHBIA C MMMYHOCYIIPECCHEN. DHAEMHUYHBIA BAPUAHT BCTPEYAETCS B
skBaTopuanbHoil Adpuke u cBszaH ¢ ObB-undexuuei, Kotopas BbISBISETCA Y
MOJIABJISIONIEr0 OONBIIMHCTBA 00IbHBIX. CriOpainyecKuil BapuaHT BCTPEYAETCs B
Esponne u CIIA, DObB-undekuus oOHapykxuBaeTcsi y TpeTH OOJbHBIX. Y
nareHToB ¢ BUY-undexnueit JIb sensercs CIIN/[-unaukatopHON OIMyXOJbIO,
OBbB BouBasitor 'y 25-40% OonbHbIX. Pa3BuBaeTcs mpu JOBOJIBHO OOJIBIIOM
koimuuectBe CD4+ kietok (6onee 200 Ha MKII), 4TO OTJIMYAET €€ OT APYTHUX

mumpom y BUY-uHpHUIIMPOBAHHBIX MAIIHEHTOB.



Kimuanuecku JIb xapakTepu3yeTcsi O4eHb arpeCCUBHBIM TE€UYEHHEM (YIBOEHUE
OMYXO0JIEBOM MacChl MPOUCXOJUT B TeueHUe 24-48 4acoB), a CHMIITOMBI CBS3aHBI C
Jokanu3anuend omyxond. Ilpu sHaeMuyHOM (opmMe YacTo mopaxaroTcs KOCTU
JULEBOTO CKEJeTa, pexe OpraHbl OpIOMIHOM TMOJIOCTH W MaJoro  Tasa.
Cnopanunueckas opma XapakTepu3yeTcsi BOBJICUEHHUEM B OIYXOJIEBOM MPOIECC
OpraHoB OPIOLIHOM MoJIOCTH W Majioro Taza. IlposiBnenus JIb, accoruupoBanHOM
C UMMYHOAC(PHUIIMTOM: TeHEepaln30BaHHAs JHUM(]aaeHONaThs, CIJICHOMEraus,
nopaxkenue koctHoro mo3ra. Yacto Bomiekaercs I[HC. Hepenxo 3aboneBanue
OCJIOXKHSETCS] KAIIEYHON HEMPOXOAUMOCThIO, kKpoBoTeueHueM u3 JKKT, mapezamu
W Taparuieruedl BCIEACTBUE CHABJIEHUS CIMHHOTO Mo3ra. Y OOJIBIIMHCTBA
NAlMEHTOB €CTh CHUMIITOMBbl MHTOKCHUKALIMU: JIMXOPaJKa, IMOTJIMBOCTh, O0IIas
cnaboCTh, MOXyAaHWe, BILUIOTh A0 Kaxekcud. Jns JIb xapakrtepHo pazBuTHe
CHUHJIpOMa JIM3MCA OMYXOJH BCJEICTBUE OBICTPOrO pa3pylICHUs KIETOK IMOCie
Havaja xumuorepanuu. MaHudectauus 3a00yeBaHUsS B BUAE OCTPOTO JieHKO3a
ABJIAETCS IUNIOXUM IMPOTHOCTUYECKUM (PAKTOPOM.

Mopddonornueckuii cydbcTpaT HpeICcTaBiICH KIETKAaMH CPEIHEro pasMepa ¢
0a30(WIbHOM ITUTOIUIA3MOM, COJepXkKallell >KUpPOBble Bakyosid. Kpyrioe sapo
COJICP’KUT HECKOJbKO szpblmiek. CTpykTypa JuMdoyssia He MpOCIIeKUBACTCS.
['ncronornyeckass KapTHHA HAlOMHMHAET «3BE3/IHOE HE00» H3-3a BbIPAKEHHOU
nponudepanuu, anonto3a U OOJIBIIOTO KOJIMYECTBA Makpodaros, coAepikKaliux
OCTaTKH OITyXOJIEBBIX KJIETOK.

Knerku JIb skcnpeccupytor slgM, BCL-6, anturenst CD19, CD20, CD22,
CD10 u CD79a, Ho He skcnpeccupyror CDS5, CD23, TdT u BCL-2, unaekc
nponudeparnun gocrturaet 100%. Ilpucyrcteue BCL-6 u CD10 cBuaerenscTByeT
0 3apOXKIEHUU KJIOHA B TEpPMUHOMHOM LieHTpe. Tpancnokaunu nipu JIb cBA3aHEI C
nepeMelnienrem rea c-myc. B 80 % cnydaeB BcTpeuaercs: TpaHciokauus t(8;14),
octanbHblie 20% aessIT BapraHTHbIE TpaHcaokamuu t(2;8) u t(8;22).

CramupoBanue JIb npoBoasT mo mikame AHH ApOop, a y JeTed mo mikaie

Mepdu. Ilopaxenue ITHC u /mimm kocTHOTO MO3ra Beeraa oTHocuTcs K 1V cragum



3a0oneBanus. Y OonbHBIX TuMpomon bepkurra MroMOanbHYI0 MYHKIHMIO CIETYET
JienaTh HE3aBUCUMO OT CTAJIUU U PACTIPOCTPAHCHHOCTH 3a00JI€BaHU.

JIb BeicokouyBcTBUTENbHA K [IXT. 90% nereit ¢ panaumu cragusamu 1 60-80%
C PpAacCIpOCTPAHCHHBIMU CTATUSIMU 3a00JCBAHUS W3JICUUBAIOTCA. Y B3POCIBIX
MAIMEHTOB PE3yJIbTaThl HEMHOTO XYK€, XOTS C MOMOIIbI0 HMHTEHCUBHOW Tepamnuu
MOXHO JIOOUThCS S-ieTHel BbDKHMBaeMoCcTH y 40-70% mamuentoB.JIleuenue JIb
uMeeT CcBOM ocobeHHocTH. Hambonee 3(QQexkTUBHBI KOPOTKHME HWHTECHCHUBHBIC
KypChl, 00€CIEUNBAIOIINE BHICOKYIO KOHIIEHTPAIIUIO IIUTOCTATUKOB B CHIBOPOTKE
KpoBU B TeueHue 48-72 gyacoB. OCHOBHbIMH cxeMamu JiedeHus sBisiroTcss CODOX-
M, CODOX-M/IVAC, HyperCVAD , BFM, HOVON-npomorxorn u EPOCH &
couemaHuu ¢ PpUmyKcuUMaoom. OO0s3aTenbHO  TPOBOJAUTCS  MPOUIAKTHKA
HeHpoJieliko3a TOCPEICTBOM HHTPATEKATLHOTO BBEJACHUS METOTPEKCATa, IIATO3apa
U JIeKCaMeTa30Ha.

Y monaBnsromero OOJNBIIMHCTBA IMAIMEHTOB YAAETCS IOMYYUTh PEMHCCUHU
3a0oneBanus. Ilpu HeaIp(HEKTUBHOCTH MEPBOM JIMHUM TEpPAlUU WIH PELUANBE
3a0oneBanusi mokazana tepanus 1o cxeme ICE (udocdhamun, srtomosua u
KapOOIUIaTHH) C TOCIEAYIOMIEH BBICOKOJAO3HOW XMMHOTEpANueli B COYCTAHHH C

aymoTI CK.

T-KJIETOUYHBIE U NK-KJIETOYHBIE JINUM®OMBI.

T-knetounbie  AUMGOMBI  TPOUCXOMAT M3 3pENbIX,  MPOIISAIINX
mupdepeHuupoBky B Tumyce, T-nmumdonuToB. Ilockonbky  NK-knmetku
(ecTecTBeHHBIC KHIIJIEPHI) MMEIOT MHOTO OOIIEro Kak MMMYHO(DEHOTHI, Tak M
(GYHKIIMOHATBHBIX CBOMCTB ¢ T-nmumdornuraMu, To OHH OYIyT paccMaTpHUBaThCS
BMeECTE.

Jlumbomer u3 3penbix T-nmumdormtoB u NK-kimeTtok SBISIOTCS peaKAMU
3a00/1eBaHUsIMUA, KOTOpbIe COCTaBisAIOT mnpumepHo 10% Bcex numdom, c
pasIMYHOM dYacTOTOM BCTpEYaeMOCTH B 3aBHCHMOCTH OT TreorpaduyecKkoro
peruoHa W pacoBOW MPUHAJICKHOCTU. BOJEIOT B OCHOBHOM JKUTENH a3MATCKUX

ctpaH. Hanbonee vacto Habmomaetcs nepudepudeckas T-kinetounas naumdoma,



HecnienuunupoBannas (3,7%) U aHamIacTUYECKas KPYMHOKJIETOYHas aumdoma
(2,4%).

B nebrore 3aboneBaHus B OOJBIIOM TMPOLEHTE CIIYY4aeB BBIABISIETCS
pacIpoCTpaHeHHass CTaaus, CONpOBOXKAAIOMIAsACS B-cumMnromMmamu, BBICOKAM
ypoBHeM JIJII'. B maronmormyecknii mpouecc MOXKET BOBIIEKATHCS BCE TPYIIIIbI
auM(pOY3/0B, MEUYEHb, CEIe3€HKa, KOCTHBIA MO3T, KOXa. BBICHIMaHMS Ha KOXe
MOTYT OBITh Pa3HOOOpa3HbI: THIIEPEMUS, MaMyJIE3HAas ChIllb, COMPOBOXKAAIOLIASACS
3yaoM. MokeT ObITh 203MHO(MINS, apTPUTHI, BACKYJIUTHI U TeModaronuTapHbIi
CUHIPOM.

Iepudepuueckas T-kiaerounas JuMmpomanecnenupuUpoBaHHAS
(IITKJI), BeicOKO arpeccuBHas nauMdoMa, MPEUMYIICCTBEHHO BCTPEUYAETCS B
3alaHbIX CTpaHaX, Ha A0 KoTopoi mpuxomutcs 60-70% ot T-kiaeTouHBIX
mumpom u 5-7% ot Bcex HXJIL. Yame OoneroT B3pocibie: cpennui BozpacTt 60
aet.Tepmun HecnienuduIpoBaHHass 0003HA4YaeT, 4yTO B 3Ty Tpynmy JuMdom
BXOIAT Bce ciiydan nepudepuyeckux T-KaA€TOYHBIX JUMPOM, KOTOpBIE HE
YKJIaIbIBAIOTCS B KAPTUHY JAPYTUX 0XapaKTEPU30BAHHBIX T-KJIETOYHBIX JIUMQPOM.

OnyxoneBpIM CyOCTpaTOM SBISIIOTCA Nepudepuyeckre T-KIETKH Ha pa3HbIX
craausx auddepeHupoBku. B omyxoneBoM MHGUIBTpATe TPUCYTCTBYIOT TaKKe
MeEJIKUE JIMMQOLUTHI, Y03UHODUIIBI, TJIA3MATHUYECKUE KIIETKH W SIUTEITUOUIHBIC
rucTUOUUTHI. bonbmmHcTBO numdom sBisitoress CD4+/CD8- ¢ tunuunbim T-
KJIETOYHBIM (PeHOTUNIOM. B KpYyMHBIX KJIETKaX YacTO BBISBISIOT JKCIPECCHIO
CD30. Hwmeercs wiIOHalbHasg mepecTpoilka T-kineroyHoro penentopa c
BOBJICUCHHEM raMMa JIOKyca. [[aTOrHOMOHUYHBIX XPOMOCOMHBIX MOJIOMOK HET, HO
qaie Ipyrux BCTPEYaeTCss TPUCOMHUSI 3 XPOMOCOMBI.

[lepBass nuHUS Tepanmuu ocHoBaHa Ha mnporpamme CHOP. B ciyuae
JOCTIDKCHHUSI PEMUCCHUU  3a00JIeBaHUS, B OOJBIIMHCTBE KIMHUK MOJIOJBIM
NnalreHTaM MPOBOASAT KOHCOIUIUPYIOUYI0 Tepanuio ¢ nomoupio aytoTT'CK. B
JICYCHUH PEUUIUBOB MPUMEHSIOT TIeMIUTA0MH-COEpKAIIUe PEXKUMBI, YTO
IPUBOJUT K MOJHBIM M YaCTHYHBIM peMuccusiMm y 60% nanuenTtos. [Ipu peruanse

3a00JeBaHMs ClaeAyeT paccMoTpeTh ayTo- win auo TTCK.



AHruoummyHooOactHas T-kiaerounast mumdpoma (AUTKII) -3ta mumdoma
dbopmupyer 15-20% cayuaeB T- knetounbix aumpom u 1-2% - Bcex HXIL
AUTKII otHOCHTCS K Hanbosee arpecCUBHBIM T-KJIETOYHBIM JUMPOMaM U UMEET
OYECHb IUIOXOM IIPOrHO3. boneror mnoxwunele nanueHTsl.  [locTaHoBKa
TUCTOJIOTUYECKOTO JUarHo3a MOKeT ObITh clokHa. Jlumdouausiii uHQUIbTpAT
MPEACTABICH MaJlOr0 U CPEJHEro pasMmepa JuMQOUUTaMHU, IJIa3MaTHYECKUMU
KJIeTKaMu, B-uMMmyHOOMacTamMu, CKOIUICHUSIMU SMHUTETHUOUTHBIX TUCTHOLUTOB U
»03uHOGUIOB. CTpyKTYypa TUM(POYy37a MOKET OBITh YaCTUYHO coXpaHeHa. OOBIUHO
HaOMOaeTCsl  BBIpAKEHHAs  mpoiudepanuss dHIOTETUANbHBIX  BEHYNI U
GOTUMKYISpHBIX  JEHAPUTHYECKHX KieToK. Ha omyxoseBbix mumponuTax
sKcrpeccupyroress Bce T- kierounsle mapkepsl, CD4+ kieTouHbIE OITyXOJU
BCcTpevaroTcss vame, 4yeM CD8+. B CIOXHBIX [ JAMAarHOCTHKU CIIy4asx
pEeKOMEHAYeTCsl MOATBEPIUTh KJIOHaIbHOCTh T-kieroynoro peuentopa (TKP).
Kpome peapanxupoBku redHoB B-uienu TKP, MoxkeT ObITh BBIsIBJICHA MEpeCcTpoiiKa
reHa UMMYHOIJI00YJIMHA, YTO aCCOLMHUPYETCS € XYIUIMM MPOrHO30M, HAIHMYUEM
reMoiauTuyeckoil anemuu. C MoMoIIbI0 MeTapazHOro aHaiau3a yAAaeTcs BbIIBUTH
[UTOTCHETUYECKUE TOJOMKM B OOJIBIIMHCTBE ciydaeB. Hanbonee wyacto
OOHapyXKMBAIOT TPUCOMUU 3 U 5 XPOMOCOM U JOMOJHUTEIBbHYI0 X XPOMOCOMY.
Pons OBbB B marorene3e AMTKIJI HewsBecTHa, HO B-KJIeTKU TpU ATOM BHJIE
muMdom uHburmposansl B 100% ciyuyaeB (Mamaes H.H., 2019).

OCHOBHBIM METOJIOM JICUCHHS SIBJISETCS aHTpalukiIuH-coaepskamas IIXT,
Hanpumep, CHOP. Tlonubie pemuccuu yaaetcs: norydutsb y 50-70% 00JIbHBIX, HO
JUIMTENIbHbIE peMuccud HabOmoaarTcs Toiabko y 10-20% nauuentoB. Mmerorcs
HaOmoneHus: o0 3((PEeKTUBHOM MPUMEHEHWH WMMYHOCYNPECCUBHON Tepanuu
memompekcamom, yuxkiocnopunomA. Hammume CD30 monexyn Ha MOBEpXHOCTH
OITYXOJIEBBIX KJIETOK MO3BOJISIET MCHOJIB30BaTh JJIA JIEYEHUS HWMMYHOKOHBIOIAT
openmykcumabaseoomur (MOHOKIIOHANBHOE aHTH-CD30 anTUTENO M @ypucmamun
E). Kak u npu nepudepudeckoir T-kmerouHoil maumdome, TpU TOCTHIKECHUU
pemuiccud 3a00JIeBaHUSI MOXET OBITh TOJ€3HA KOHCONMIAIUS C IOMOIIBIO

BbicOkOA03HOM XT u aytoTI'CK.



BTopast mo yacToTe BCTpEUaeMOCTH - AHAMJIACTHYECKAS KPYNHOKJIETOYHAS
aumdoma (AKKJI) - sto T- kierounas mumpoma. Ha ee momo mpuxomurcs 10
3% mumdbom y B3pociabix U 10 30% naumdbom y neredt. Hozonorust Bo3HUKaeT U3
AKTUBUPOBAHHBIX 3pEJIBIX IMTOTOKCUYECKUX T-KieTOK. BakHbli NpHu3HAK -
noctositHHas t(2;5)(p23;35) mexay renom ALK Ha 2-0if xpomocome u renom NPM
Ha 5-0M XpoMOCOMeE, YTO MPUBOAUT K IMOJOXKUTEIbHOU Okpacke Ha ALK sapa u
LUTOIUIa3Mbl TPM UMMYHOTMCTOXMMHUYECKOM HcclieqoBaHuU. KpoMe ctanaapTHON
TPAHCJIOKALIMKM, BCTPEUYAIOTCA JAPYTME BapUaHThl OTKJIOHEHHH B XpOMOCOMAax C
yuactueM ALK u npyrux renoB Ha 1, 2, 3 u 17 xpomocomax. ALK Haxonsat B 60-
85% cayuaes. IlpucyrctBue ALK mokazarensno mims AKKJL, y npyrux BuaoB
onmyxoneit ALK wunorma wmoxer mnposiBastees npu JIBKKIJI, nanueHToB C
pabAOMHOCAapKOMOM, a TakKe JIPYrUMH CapKOMaMHu MSTKUX TkaHeld. OOBIYHO
BBIJICTSIIOT  NEPBUYHO-CUCTEMHYI0O U nepBUYHO-KOkHYH0 AKKIL. Brytpu
nepBuuHO-cucteMHO AKKIJI paznmuuaror ALK-no3utuBHbie 1 ALK-HeratuBHbIe
mumpomel. boapmyro yacte AKKIJI skcnpeccupytor CD30, EMA u oauH wiu
HECKOJbKO T-KieToyHbIX aHTureHoB. Ho ects u ciyyau ¢ nonHou noreped nanT -
KJICTOUYHBIX AHTUTE€HOB. HecMmoTpsi Ha 3TO, JMHENHAas NPUHAICKHOCTh K T-
KJIETOYHBIM OIYXOJISIM BBISBIISIETCS HA TEHHOM YPOBHE.

Tepanus AKKJI nmpoBogutcs no nporokonyCHOP. Hanuune CD30 mpuseno
no0aBiieHHI0 OpeHTykcuMmaba BeJOTHMHA B MEPBYI0 M MOCIEAYIOLIUE JIMHUU
tepanuu. Jns tepanuu ALK mo3utuBHOW TUM(OMBI €CTh JIOMOJHUTEIhHAS
TepaneBThyeckas onuus B Buae TapreTHbix ALK-0rokatopoB (kpusomunub u
ap.). ALK-no3utuBHbI BapuaHT umeer Xxopowuid mnporHo3. Ot 50% mo 70%
MAIMEHTOB M3JICUUBAIOTCA Tociie TiepBoil auHUM Tepanuu. ALK-HeratusHbie
BapuaHThl TpeOyroT KoHconuaupyromieil tepanuu ¢ aytoTT'CK. Ilpu noropHom
ciryqae AKKJI nponenypy ayroTI'CK moxxHO oTHecTH K "Tepamnuu BeiOopa". OHa
MOXET BBUJICUHTHh TPETh MAIMEHTOB, a A(()EKTUBHOCTh TEpANUU «CHACEHUS» B
OOBIYHBIX J103aX MpaKTU4YeCKH HyJeBas. Bo Bpems nepBuuHo-koxHOM AKKIJI
CUCTEMHYIO IIUTOTOKCUYECKYIO TEPAIUIO UCTIONB3YIOT TP OOITUPHOM TMOPAKCHHUH

KOXu Hu JuMdoy3noB. B ocrampHbIX ciyyasix, IOCTATOYHO OOJY4YUTh WIIU



XUPYPTAYECKUM MYTEM YIAIUTh TOpaKeHHbIe (hparMeHThl Koxku. [IporHo3 kpaiine

[MO3UTUBHBIN. 5-JIeTHAA 001as BbIKUBAEMOCTH Oosiee 90%.

JINMMPOMA XO/JXKKNHA

JIumdpoma Xomkkuna (JIX) — 310 31m0KkadecTBeHHOE JTUM$pOnpoarudepaTuBHOE
3a0oyieBaHue, OTHOcsMIeecss K JuM@pomaMm B-KIE€TOYHOTO MPOUCXOXKICHUS.
Mopddonoruueckum cyodctparom JIX SBISIOTCS KPYIIHBIE OIyXOJIEBBIE KIICTKU:
MHorosiiepHbie KieTku bepezoBckoro—Pua—Illtepudepra (BPII), omHosinepHbie
KJIeTKH XOJ/DKKWHA, JJAKyHApPHBIC KJICTKH, MyMU(HUIIMPOBAHHBIC KJICTKH. BriepBrie
onucaHue 00e3HH BcTpedaeTcs B Tpyaax Malpighi “Devescerumstructura” B 1666
roay.

AHTIUNACKUN Bpay M OOIIECTBEHHBIN nearenb Tomac Xomkkud B 1832 romy
COOOIIMII O Tpymme OOJbHBIX C YBEIWYEHHBIMH JIUMGOY3IaMH U CEJIE3CHKOM,
KaXEKCHUEW, BBICOKOM JIMXOPAIKOM W CMepTelbHbIM ucX0oA0M. OH BbICKa3anl
NPEANOJIOKEHHE O TMEPBUYHOM OIYXOJEBOM MOPAXEHUH JIUM(POY3I0B U
MPEMJIOKUIT BBIJICTUTh O3TO 3a0o0jieBaHWE B OTHelbHYI0 Trpymnmy. JIX umeer
cBoeoOpa3Hoe ctpoeHue. Ha pomio 31mokadecTBeHHBIX KieTok BPII mpuxomutcs
He Oosiee 2% B CTPYKType OImyXxoiu. Bes ocTanbHas Macca OImyXoJIu peicTaBlieHa
TOOpPOKAYECTBEHHBIM ~ MHKPOOKpYyXeHueMm: T-mumdormramu, 303uHOPHIAMH,
HeWTpoduiaMu, THUCTHOIMTAMU M  IUIa3MaTHYECKUMHU  KieTKamu. Yacto
BCTpeYaeTcs Takxke GuOpo3Hasi TKaHb Pa3HOM CTETICHH BBIPAKEHHOCTH.

B coBpemennoil kiaccupukauuun BO3 BbIACJAOT KIACCUYECKUN BapUAHT
JIX u Honynspueiil BapuanT JIX ¢ numdounansiM npeobdnaganueM. Knaccuueckas
JIX npencrasiena 4 MophoI0rH4eCKUMU BapUaHTAMU:

» Honynspusiii cknepos JIX (rpaganus 1 u 2), 75% cnydaen

* CwmemanHo-kneTounblil BapuanT JIX, 20-25% ciydaes

» Jlumbounanoe ucromenne JIX, 1-2% ciayuaes

» Knaccuueckas JIX ¢ 6onpmmm konruecTBoM JuMponuToB 10 1% ciiydaes.

st kmaccudeckux BapuaHToB JIX xapaktepeH ummyHodenoturn: CD30+,

CD15+, cnabas saepHas skcnpeccust PAXS, MUM. 1+, CD45—, CD20-/+ (CD20+



okono 20—40% cnydaeB). Knerku BPII yrparunu OonpmmHCTBO B-KileTouHBIX
MapkepoB W, B OTIMYHME OT JApyrux B-kiertouneix imM@oMm, HA HHX HE
skcnpeccupyrores CD19,CD79a. Ipu orcyrcTBum skcnpeccun CD30 nuarnos JIX
COMHHUTEJIIECH M  TpeOdyeT  JIONOJHUTEIBHOTO  MMMYHOTHCTOXMMHYECKOTO
uccienoBanus. [Ipu Hoxynsapuom Bapuante JIX ¢ numdbouaHbiM npeodiiajaHueM
100% omyxoneBbIX KIETOK 3KCIPECCUPYIOT B-KJIETOYHbIE AHTUICHBI M HE
skcnpeccupyroT CD15 u CD30.

IlaTorene3. Hecmotps Ha pazinuuue B uMMyHOGEHOTHIIE, Bce BapuaHThl JIX
IPOUCXOAAT U3 B-kieTok 3apospimeBoro nentpa auMmdoysia. Ha kimerkax BPII
OTCYTCTBYIOT LIUTOIUIA3MAaTUYECKHE WIIM MOBEPXHOCTHBIE MMMYHOIJIOOYIHHBL. B
HOpMe B-nmuMmdonutel, He CcHOCOOHBIE K OKCIPECCMU U NPOIYKIIUU
UMMYHOTJ100y/IMHa, THOHYT myTeM anonTo3a. OaHako B ciyyae JIX omyxoseBblil
KJIOH BBDKHMBAET. MeXaHU3Mbl YCKOJIb3aHUS OT alonTo3a pa3Hooopa3Hbl. OIHOMN U3
OPUYUH MOXKET OBITh TOBBIIIEHHAS AKCIPECCUSI AHTHANONTOTHYECKUX OEIKOB,
Harpumep, bcl-2, yto Berpeyaetcs B 60% ciydaeB kinaccuueckoro Bapuanta JIX.
K npyrum daxropam, ciocoOcTByromuM BelxkuBanuio kiaetok bIII, otHocutcs WUJI-
10, KOTOpBIN TPOAYLUPYETCA KAK OIYXOJEBBIMU KIECTKAMH, TAK U OKPYKAIOIUMHU
mumborutamu. B psge ciayuaes passutue JIX accouunpyercs ¢ undekmueit 9bB.
Hanuune B kieTkax jareHTHOro MmemOpanHoro npotenHa (JIMII) Bupyca Taxxke
MO3BOJISIET KJIETKaM M30exaTh anonTto3a. JKu3HecnocoOHOCTh OIMyX0JIEBBIX KIETOK
npu JIX cBsi3aHa HE TOJBKO C MX UMMYHO(DEHOTUITUYECKUMH M MOJICKYJISIPHBIMU
OCOOCHHOCTSIMHU, HO U C KOMIUJIEKCOM B3auMojeicTBuil mexay kietkamu BPII u
PEaKTUBHBIM KJIETOYHBIM MHUKPOOKpYkeHHeM. HecMoTpsi Ha M30BITOK UMMYHHBIX
KJIETOK B OIYXOJIEBOM MHKPOOKpYKeHHH Kiaccuueckor JIX, addexrtuBHOTO
MMMYHHOTO OTB€Ta B OTHOUIEHWU 3JI0KAYECTBEHHOTO KIJIIOHA HE MPOUCXOJHT.
B03MO0HO, 4TO IJIaBHBIM MEXAHU3MOM, NO3BOJISOIIMM KieTkaM bPII yckonb3ath
OT HMMMYHHOTO HaJ30pa, SBIAETCS CUTHAIBHBIM MYyTh MPOrpaMMHUPYEMOI
kierounoit rudenu 1 (PD-1). IIpu knaccuueckoit JIX XpoMOCOMHbBIE U3BMEHEHUS B
Jokyce 9p24.1 yBenM4MBAIOT YUCJIEHHOCTh UM BEAYT K YBEJIMYEHHUIO 3KCIPECCUU

muranzioB PD-L1 u PD-L2. ®usunonoruueckas ¢pynkuusa 6enka PD-1, skcnpeccus



KOTOPOTO HanboJiee 4acTO BBISBJISETCS HAa TIOBEPXHOCTH T-KJIETOK, 3aKII0YACTCS B
OTPAaHUYEHUH AKTUBAMM HMMMYHHOTO OTBE€TA U  AyTOUMMYHHOM arpeccuu.
COOTBETCTBYIOIINE JIMTAH Bl TIPOTPAMMUPOBAaHHON KieTouHou rubenu 1 (PD-L1)
w/umn  PD-L2, mmpoko »skcrpeccupyroTces (GyHKIIMOHAIBHBIMU — KIIETKaMU
pa3IMYHBIX OPraHOB M TKAHEW OpraHu3Ma, CTPOMAJIbHBIMH KIIETKAMH, & TaKXKe
MakpodaraMu, aHTUTEH-TIPE3CHTUPYIOIUMH KJIETKAMH U JPYTUMHU KJIETKaMu
KpoBeTBOpHOTO psiga. CesizpiBaHue PD-1 co cBoMM JHMranjiioM BBI3bIBAET
uHaktuBanuio curHanmmuzanuu TKP B pesynbrare aktuBauuu SHP2-docdartassl,
npenorBpamenus accounanuu Zap7/0 ¢ xomnoHeHtamu TKP u wHakTuBanuu
curHaibHoro nyth  PI3K/AKT, w4yrto Bieder 3a co0OW  yMEHBIICHHUE
BBICBOOOK/ICHUSI TTPOBOCTIAIUTEIBHBIX ITUTOKWHOB, HWCTOIIEHHE U amomnrTo3 T
KJIETOK.

Jdtuojorusa. OnHuM U3 (PAKTOPOB, NPUBOIAIIMX K BO3HUKHOBEHHIO
3a0oneBanusi, MoxeT ObITb OBbB. OtHOcuTenbHBIM puck 3a6oneth ObB-
no3utuBHOM JIX moBBIIIeH B 4 pa3za mocie nepeHeceHHo nudexunu, Ho yepes 15
JIET PUCK MOJHOCThIO HUBENUpyercs. CienyeT OTMETUTh, UTO MOYTH BCE CIIy4yau
JIX y nereut mutaamie 10 net u y noxXuibIxX Jrojen crapiie 70 JeT acCOuunpyroTcs
¢ ObB, X014 UHPEKIMOHHBIM MOHOHYKJIC030M YaIlle 00JICI0T MOAPOCTKH. MmeeTcs
IrE€HETUYECKasl HaCJIEICTBEHHAs MPeIpacnoioxkeHHOCTh K JIX. BeposTtHo, nMmeercs
CBA3b MEXIY HMMYHOCYIIPECCHUBHBIMU COCTOsSIHMsAMU U pasButuem JIX. BUY
nanueHTsl 0omeroT JIX CyliecTBeHHO yalie, 4YeM UMMYHOKOMIIETCHTHBIC JIFOJIH.
Xota JIX ne sBasiercss CITNJ[-unankaTtopHbIM 3a001€BaHUEM.

Jmuaemuosnorust. B CeepHoii Amepuke u Epome JIX exerogHo
3aboneBatoT okoso 20000 uenorek. B ornumune ot HXJI, ypoBens 3ab6oneBaemMocTu
OCTaeTCsl CTa0UIIbHBIM. MyXYMHBI OOJICIOT Yallle >KeHIIUH B cOOTHoleHuu 1,4;1.
B Poccun exerogHo 3aboneBaer okono 1250-1300 uenoBek. 3aboieBaeMOCTb
cocrapimsier 2.2 ciaydas Ha 100 000 nacenmenus. HaGmromaercs OumomanbHOE
pacmpezesieHde 3a00JIeBIIMX [0 BO3pPACTy: TEPBBIM MUK pacrojaraercs B
nuarazone ot 20 go 30 jet, Bropoit — B obmactu 50 mer. detu mo 5 aer JIX He

oonerot. lo 10 net GoneroT penko.



VHukanbHocTh JIX COCTOMT B BBICOKOM XUMHOYYBCTBUTEIBHOCTH. 70%
MAIMEHTOB MOTYT OBITH BhUICYEHBI. [IpOrHO3 3aBUCHUT OT cTaguu 3a00eBaHUS U
nporHoctuueckux  ¢akropoB.  CragupoBanwe  JIX  mpoBoguTcs 1O
MoauduimpoBanHoi cucreMe AHH Apbop. Kpome ctagmm 3abosieBanusl clieayeT
ONPEJECIUTh PUCKU HEONAronpusTHOro TedeHus: 3abosieBanus. K «mioxumy»
MPOTHOCTHYECKUM pHUCKaM JIOKalbHBIX cTagui mo mkaine EORTC ortHocsTcs:
MAacCCHBHOE NOpPAXEHUE CPEIOCTEHHS, MOPAKEHHE JTUM(ATHUYECKHX Y3JI0B > 4
obnacreit, COD > 50mm/yac, Bo3pact > 50 jerT.

Kiannnyeckue nposiBienusi. OObIYHO OOJIbHBIE OOpamiaroTcs K Bpady ¢
anobamMu Ha CTOMKOE YBEJIWYCHHUE MICHHBIX WM HAIKIIOUMYHBIX JUM(OY3IIOB.
WNHuornma oT mepBBIX NMPHU3HAKOB 3a00JieBaHUs 10 OOpalieHus K Bpayy MPOXOJIUT
HECKOJIBKO MECSIEB WM Jaxe Troi. B oTAenbHBIX cllydasix 3a0oJieBaHUE
nporpeccupyeT ObIcTpo. MoryT mnpucCyTCTBOBaThH CHUMIITOMBbI HWHTOKCHUKAIUU.
HNuorna 0oybHBIX OECIOKOUT KOXKHBIN 3ya. [lociennuii mpu3Hak HE OTHOCHUTCS K
MJIOXUM TIPOTHOCTHUYECKUM (paKTOpaM M HE OTHOCHUTCS K oOmuM B-cummTomam.

JNuarno3. CIO0XHOCTH TpH IOCTAHOBKE JHArHo3a TMOSBISIOTCS B Cily4yae
OTCYTCTBUS yBeIUYCHUS neprudepruyeckux TMM(oy3oB, yIO0OHBIX AJisi OMOIICUU C
MOCJICYIONIUM THUCTOJIOTHUYECKUM HccliefjoBaHueM. Ecnu  yBeTWYeHBl TOJBKO
TUM(bOY37Ibl CPEIOCTEHUS WM TlapaaopTalibHbIe TUMQOY3IbI, 1e0I0T 3a00IeBaHUs
MOXHO TPONMYCTHTh. B Takux cuTyanusx OOJBHOM MOXKET OOpaTHThCI C
HecrenupuueckumMu  xKajnobaMu Ha  OONIYI0  YTOMJISIEMOCTH, TOBBIIIECHUE
TEeMITepaTypbl, TOXyAaHue, O0MM B TPYIHON KIETKe, TaxukKapauto u T.a. llpm
MOoA03PEHUHU Ha TUM(OMY y TallMeHTa JTOJKEH OBbITh TIIATEIbHO COOpaH aHAMHE3,
MPOBEIEH OCMOTp C TMajiblalueld BCEeX JAOCTYMHBIX JUM(OY3JIOB, TEYEHU U
CEJIC3CHKH, BBIMOJHEH KIMHUYECKUNA U OMOXUMUYECKHUI aHalIu3 KPOBH, TPOBEACHA
KT u IIDT/KT. Ilocaenusas ABiasgeTcss 00A3aTEILHBIM METOIOM HCCIECIOBAHUS, TaK
KaK Ha MOJYYEHHBIX JaHHBIX CTPOUTCS TEepareBTHUECKas TaKTHKA. BwimonHseTcs
Ouoricusi M3MEHEHHOro JuM@dOy3jla C THUCTOJOTUYECKUM U  00s3aTeIbHBIM

HMMYHOTUCTOXUMHNYICCKHUM UCCICAOBAHNCM.



buorncust KOCTHOTO MO3ra BBITIOHSAETCS, €CJIM YCTAHOBJIEHA PAaCPOCTPaHEHHAs
cTaaus 3a0osieBanus v He BoITToTHEHO [1DT-nccnenoranue.

Nuddepenunanbuaa auarnoctuka. Jlubdepenmuporars JIX HE0O0X0a1UMO
MPAKTUYECKA OT BCEX COCTOSHUN, COMPOBOXKIAMOIMMXCS JuMdoaneHonatuei. B
NEpPBYI0 OuYepelb UCKIIOUalOT Haubojee YacTo BCTPEYAIOMIMECS MPUYUHBI
mumpoazeHonatuii — OakTepualibHble W BUpPyCHble HHpekuuu. Bo Bcex
COMHUTEIIbHBIX CJIy4yasX WJIA NOpU TEPBUYHOM TMOJO3PEHUM Ha OIyXOJEBbIN
npolecc OTBET HEOOXOAMMO MCKaThb C  IMOMOIIbI0  MOP(OJIOTHYECKOTO
UCCJIEIOBAHMS.

Jleyenue. B 3aBUCMMOCTH OT BBIOOpA TEPANEBTUUECKON TAKTUKH, BCE OOJIbHBIE
MOTYT OBITh pa3fieieHbl Ha 3 OCHOBHBIE TPYIIIIHI:

* Pannas cragus ¢ xopomum nporHo3zom: Craguu [+IIA u B 6e3 ¢akropos
puckKa.

* Pannsia cragusa ¢ npomexkyTouyHbiM mnporrHo3zom: Cramum [+ A u B ¢
(dakTopamu pHCKa.

* Pacnpocrpanennas cragus: craguu 11 +IV.

B kadecTBe mepBOil JMHUU TEepanmuud B MHUPE MCHOJB3YIOT JIBa PEXKUMA
neuenusi: ABVD unu BEACOPP. B CIIIA u nHa rore EBpornie npuHSITO MPOBOJIUTH
ABVD (dokcopybuyun 25 mr/M%, 6neomuyun 5-10 mr/m?, unbracmun 6 Mr/M° u
dakapbasun 375 Mr/m°, Bce IIpernapathl BBOISITCS B [EPBbIil H 15-bIif 1eHb, [IUKIIbI
MOBTOPSAIOTCS Kaxknple 28 aHEW, Bcero 6-8 IMKIOB) MpU JOOBIX CTaausX
3a0oneBanus. B I'epmanuu u Poccum npu HaIMYuu HEOIaronpusTHHIX (aKTOPOB
pUCKa U TIPU PACIPOCTPAHEHHBIX CTAUSIX 3a00JICBAHUS Yallle MPOBOIAT PEKUM
BEACOPP B ycunennoit momudukamun (6reomuyun 10 Mr/mM® B neus 1, amonosud
200 mr/M® B gHu 1-3, dokcopy6uyun 35 mr/m® B mess 1, yuknogocgamud 1200
Mr/M° B 1eHb 1, sunkpucmun 1.4 Mr/M® B nenb 8, npokap6aszun 100 mr/m” ¢ 1 mmo 7-
oif neHb, npeonusonon 40 mr/mM2 ¢ 1 mo 14-p1ii genn). Cxema ABVD wmenee
abpdextiBHa U MeHee TokcuuHa. BEACOPP 6onee »ddexktuBHa u Oojee
TOKcU4Ha. [[s1 yMEeHBIIEHUS! TOKCHMYHOCTH TPHU COXPaHEHHOW 3(PPeKTUBHOCTH

pa3paboTaH HOBBII pexuM JjedeHus s nepBod nuHuu: AVD+6penmyxcumad



eéedomur (1.2 mMr/kr). BaxXHBIM JOCTH)KEHHUEM TOCIICAHNX JIET SBJSETCS BHEIPEHUE
puck-agantupoBanHord u IID9T-aganTupoBaHHOW cTpaTeruv WHAYKIMOHHOU
tepanuu. [lpu poctmkenun II9T-HeraTuBHOro craryca mocie 2-0ro IHUKIa,
MOXHO YMEHBIIUTh IUTOCTATUYECKYIO0 HArPY3Ky IMyTEM YMEHBIICHHS KOJIUYECTBA
IIMKJIOB TEPANKU WK 3aMEHbI OoJiee TokcuyHoro pexuma BEACOPP na ABVD.
Takol moaxos mo3BojsieT uznedutb 6osee 90% OGOIBHBIX C XOPOIIMM MIPOTHO30M,
puOIM3UTENBHO 85% OONBHBIX C IPOMEKYTOYHBIM MPOTHO30M U 0T 67% 1m0 85%
OONBHBIX C pacnpocTpaHeHHbIMU cTaausamu XJI. [Ipu BbIOOpe MeTona JedeHus
HEOOXOJMMO YYHUTHIBATh BO3pPACT OOJBHOTO, a TAaKKE€ HAJIMYHE WM OTCYTCTBHE
TSKEJIBIX COIMYTCTBYIOIIMX 3a00JieBaHMil. B JieueHun paHHUX CTauil COXpaHsAETCs
aKTyaJbHOCTh JIy4€BOM Tepamuu. Y MalUeHTOB, KOTOpeiM mpoBeaeHa JIT Ha
o0nacTh [ I3 T-O3UTHUBHBIX 0YAroB, PEUANBBI BCTPEYAIOTCS PEXKE.

HecMoTpst Ha xoporue B 11e51oM pe3ynbTatsl JedeHus JIX, y 20-30% 6onbpHbIX
BCTPEYAIOTCS PEIUAMBBI 3a00J€BaHUS WM BBISBISETCS PE3UCTEHTHOCTh K
IpPOBOAMMOM Tepanmuu. B Takux ciaydasx J€4eHHEM BbIOOpa CTaHOBHUTCS
BBICOKOJIO3HAS MOJUXUMHUOTEpAIUs MO/ 3aIUTONW ayTOJOTHYHON TPAHCIUIAHTAlUN
FeMOIOATUYECKUX CTBOJIOBBIX KJIETOK. [10 JaHHBIM pa3HBIX aBTOPOB TaKasi TAKTHKA
MOKET MPUBECTH K IJIUTEIBHBIM pemuccusm Oonee 5 met y 40-60% OOMBHBIX.
OOBIYHO TIEpen BBICOKOJIO3HON MOJMXUMHUOTEPANMHUEH C I1EJIbI0 YMEHbBIIICHUS
OITyXOJIEBOM MacChl U OINPEIEICHHS] YyBCTBUTEILHOCTH OMYXOJIH K LIUTOCTATUKAM
NpoBOAAT 1 wiM 2 HMKIA UTOPENYKTUBHOW Tepanmuu. Y MAlMEHTOB C BBICOKUM
puckoM peuuauBa nocne aymoll CK mpoBOAAT KOHCOJUAUPYIOLIYIO TEPANuio
opeumyxcumadbom eedomunom. Ilpu peruause nocie ayroTI'CK wnm B ciiydae
pesuctentHoro tedeHust JIX sddexkruBHa mmmyHoTepanus. [IpeumyiectBoMm
UMMYHOTEpAINUU  SIBJISIETCS. OTCYTCTBHE MEPEKPECTHOM  PE3UCTEHTHOCTH C
XAMHOTEPAIIUEN W JIydeBOM Tepanuen. K mMMyHOTepanuum OTHOCUTCS JICYEHHE
WHTHOUTOpaMU UMMYHHBIX KOHTpoJIbHBIX Touek (UKT) (manpumep, Hugorymabom
umu nemopoauzymaoom), amnmoTI'CK u CAR-T mepanua. UKT npencrapistor
co00ll MOHOKJIOHAJIbHBIC AHTUTEJA YEJOBEYECKOTO MMMYyHOrIo0ynuHa tumna G4,

KOTOpbIE BBIOOPOYHO HMHIHMOUPYIOT aKTHMBHOCTh MeMOpaHHoro Oenka PD-1,



CBA3BIBASICH C €ro peuentopom. lMmerommecs TOKIMHUYECKUE WCCIIEIOBAHUSA
noka3anu, uro kiaetku BPII umcmonw3yror curHanehbii myte PD-1 kak cnoco6
YKJIOHEHUS] OT MMMYHHOTO Haa30pa. D¢P(HEKTUBHOCTH HUBOIYMalda COCTaBISET
okoJ10 70% obmero orseta u 22% -noaHoro oreeta. [IpooKUTENbHOCTS OTBETA
MOXET OBbITh JIuTenbHas1. Husonymab, Takxke kKak OpeHTYKCUMal, MOXKET CITYKUTh
«voctukom» K amioTI'CK. OrnuuurtenbHOM 4YepToil HUBOIymMaba SBISIOTCS
ayTOMMMYHHBIE OCJIOKHEHUS. OHM MOTYT BO3HUKATh B JIFOOBIX OpPraHax U TKaHSX.
Ho B mopasisitonieM OOJBIIMHCTBE CIy4YaeB, OCIOXHEHHUS HE YTPOXKAIOT KU3HU
NALMEHTOB U JIETKO KyIUPYIOTCSI KOPTUKOCTEPOUIAMH.

B nocnennue 10 ner y O0mpHbIX JIX cranmu wucnons3oBath awioll CK.
Mexanusm gneiictBus  awoTI'CK 00bsicHsieTcs:  3h(}EKTOM «TpaHCIUIaHTAaT-
npoTuB-muM@omMb». llepBblii 3Tanm Je4eHWs] COCTOMT W3 TPAHCIUIAHTALUU
QJJTOTEHHBIX, COBMECTUMBIX WJIU HAIOJOBUHY COBMECTUMBIX (Tarlio-) MO CUCTEME
TMCTOCOBMECTUMOCTH, T€MOMO3TUYECKUX CTBOJIOBBIX KIIETOK. IIpu 3TOM C 1enbro
oOecrieyeHus NPYKUBICHHS JTOHOPCKOTO TpaHCIIaHTaTa MPOBOJAST IMOATOTOBKY
(KOHAMIIMOHUPOBAHUE) OOJBHOTO XUMHUOTEPANECBTUUYECKUMHU  PEXKUMAMHU  CO
CHU)KEHHOM MHTEHCUBHOCTBIO. TaKue pekUMbl, KaK MPaBUIIO, YIOBIETBOPUTEIHHO
MEPEHOCSTCS JaXke MallMeHTaMu ¢ OOJIBIIMM KOJIMYECTBOM IHKJIOB XUMHUOTEPAIUU
B aHamHe3e. BTopOit stan (mpu HE0OXO0AMMOCTH) COCTOUT U3 UH(PY3UH TOHOPCKUX
JUM(OLUTOB, KOTOPBIA NpeCieayeT Lelb YCUIUTh MPOTUBOOIYXOJIEBbIN d(PPeKT
TpaHciuiantara. Amroeennass TI'CK npum  JIX  nokas3siBaeT  S-JIETHIOO
BBDKMBAEMOCTh y TMOJIOBUHBI NanueHToB. OJHAKO KOJMYECTBO OCJIOXHEHUH,
CBS3aHHBIX C TpaHCIUIAHTALMEW, MOkeT ObITh OonbmMM. I[lo3TOMY pemienue 06
amoTI'CK  HeoOXOauMO NpPUHMMATh OYEHb B3BEIIEHHO C YYE€TOM BCEX
BO3MOXXHBIX TO3UTUBHBIX W HeraTuBHBIX (akTtopoB. Ilocne BHeapeHus B
KIIMHAYECKYI0  TPAKTUKY  MPOPUIAKTUKH  «PEaAKIUS-TPAHCIUIAHTAT-TIPOTUB-
XO035IMHa» € MOMOUIbI0 MOCTTPAHCIUIAHTAIIMOHHOTO IMKIo(ochaHa KOIUYECTBO
OCJIOKHEHHUM YMEHBIIWJIOCH, U MTOCTTPAHCILIAHTALIMOHHAS JIETAIbBHOCTh CHU3UIIACh
10 10%. PeruauBel 3a00neBaHus — 3TO OJHA U3 MPOOJEM TOCTE TMPOBEICHUS

anmoTI'CK npu numdomax. s uxX OpoPuIaKTUKM AKTHUBHO HCHOJIB3YIOTCS



UHQY3UN JTOHOPCKUX JUMQPOLUTOB M Tepanus OpeHTYKCHMaOOM BEIOTHHOM.
B03MOXHOCTh IpUMEHEHUS UHTUOUTOPOB UMMYHHBIX KOHTPOJIBHBIX TOYEK IOCIE
annoTI'CK B HacTOsiiee BpeMsi aKTUBHO u3ydaercs. Takum obpaszoM, JIX, koTopas
Obla abcomoTHO (paTabHBIM 3a00JieBanueM erie 40 et Ha3aa, cTajia H3JIeUuMOn

Yy NOAaBJISIIOIICTO YHCiIa OOJILHBIX.

XPOHUYECKHUH JIUM®OJIENKO3

Xpounueckuit aumdodieiikos (XJIJI) - ato B-kineToyHas onmyxoJib U3 MEJIKUX
auMdouaHex kietok. B knaccudpukanun BO3 2016 roga noguepkuyto, uro XJIJI
u mumboma u3 Manbix aumponuton (JIMJI) Ouonornyecku npeacTaBisioT coO0n
OIHY OmyXoJib. OTinuue MexJ1y HUMH B TOM, 4To mnpu XJIJI B KpoBU HMmeeTcs
3HAUUTENbHBIN JTuMdorTo3 (>5000 MoHOKIOHaNBHBIX B-mumdonuTo), Torma
kak npu JIMJInumdonuTos3a HET, a UMEETCsl MOopaxeHUue TUMMATUYECKUX Y3JIOB,
CEJIe3€HKU, KOCTHOTrO Mo3ra. XJIJI MOXeT mpeamecTBoBaTb COCTOSTHUE, KOTOPOE
Ha3bIBAETCS MOHOKJIOHAIBHBIN B-kiieTounblil muMm@oruto3. OH OTIMYAETCA OT
XJUJI Tem, 4TO KOJMYECTBO KIOHAIBHBIX B-KieTok B nepudepudyeckoil KpoBU He
npeBbimaer 5000 KJI€TOK B MKI, HET YBEIUYEHHBIX JUM(OY3JI0B U HET
KIIMHAYECKUX CHUMMTOMOB 3a0osieBaHusi. Exxeromueiii puck Ttpanchopmaiuu
MOHOKJIOHaJIBHOTO B-kiterounoro nmumdorneitkosza B XJIJI cocrapnser 1%-2%.

XJJIsByisieTcs: caMbIMYacThIM BHJIOM JICMKO30B y B3POCIbIX. 3a007€Ba€MOCTh
coctaBisier 4 cimydas Ha 100000 B roxm, pe3ko yBEIWYUBAsCh C BO3pPACTOM,U
nocturaet 6osee 30:100000 st surr crapire 80 et. CpeaHuit BO3pacT Ha MOMEHT
JIMAarHOCTHKHU 3a00JIeBaHUs B €BPONEHCKHUX CTpaHax cocrasisger 69 ner, B CILIA -
72, B Poccun- 65 neT, 4TO BO3MOKHO CBSI3aHO C MEHBIICH MPOAOJIKUTEILHOCTHIO
*ku3Hu B Poccun.

Ituosorusa XJIJI He oTnu4aercst OT TakOBOUM Mpu ApYrux JTuMdomax.

B ocHoBe marorene3a jexut kioHaimbHas dkcnaHcuss CDS mo3utuBHBIX B-
KJIETOK B KPOBH, KOCTHOM Mo3re u JmumdbouaHo tkanu. XJIJI nenutcs Ha 1Be
OONbIIE TOATPYIIBI B 3aBUCUMOCTH OT TMPHUCYTCTBHS ~ COMATHYECKOM

THIIEPMYTallUK BapuaOeIbHON YacTH TsDKeIoW menu uMmMmyHorinoOynuaa (IgHV).



[TanmenTel ¢ MmyTupoBanHeiM XJIJI KMMEOT Jaydmunid MpOrHo3, 4eM NAlUEHTHI ¢
HemytupoBanHbiM XJUJI. Jlmsa XJIJI xapakrtepeH psAx TI€HETHYECKUX IOJOMOK,
KOTOpbIE aCCOLMHUPYIOTCS C KIMHUYECKUM TedeHueM 3abosieBanus. HaumbOomee
yacTol IUTOreHeTnyeckor mnonoMkod npu XJIJI sBasercs nenemus 13014,
BcTpevaercss B 50-60%. B OGonbmmHcTBE citydaeB abeppanusi HaOmronaercs B
ogHoM aiiene npu mytupoBanHom XJIJI. B menom dell3ql14 accouumpyercs ¢
XOpOUIUM NporHo3oM. Tpucomust 12 xpomocomsl BeIsiBIsieTCs y 15% manueHToB u
aCCOLMUPYETCS C NPOMEXKYTOYHbIM pUCKOM. Ho ecnu mapaienpHO HMeEETCs
mytauiun B NOTCHI, TOo mporHo3 yxymmaercs. boiee Toro, manumeHTHl ¢
TpucomMue 12 umerot 6oJiee BRICOKUN pUCK TpaHCcpopMaliuu B cUHIpoM Puxtepa.
Henermst 11922-23 (delllq) mmarnoctupyercs B 15% ciyuaeB. B pesynbrare
npoucxoaut noteps reHa ATM, KOIHUPYIOMIEr0 COOTBETCTBYIOIIYIO KHHA3y,
yuyacTByrollyto B orBere Ha noBpexacaue JJHK. Oxono 25% c delllq umerot
MyTaIMi0 BO BTOPOM ajljieJie M acCOLUUPYETCS C HEOJAronpUsTHBIM PHUCKOM.
Henemmss 17p13 nabmogaercs y 10% DanmeHTOB M 4acTO BCTPEYAETCS NpHU
HemyTHpoBaHHOM BapuanTe XJIJI. Dell7p oObluHO BOBIIEKAaeT KOPOTKOE ILICUO
170¥ XpOMOCOMBI, YTO BEAET K MOTEPE TeHa cynpeccopa onyxoiau 1P53. Myrauuu
reHa TP53 Bo Bropom amiene ObiBatoT B 80%. MHaktuBamus rera TP53 nmpuBoaut
K ObicTpoMy mporpeccupoBanuio XJIJI u mimoxomy mporHosy. JlOMoaHUTEIRHO K
BBIIIETICPEYUCIICHHBIM ~ OOJIBIIIMM ~ XPOMOCOMHBIM  a0eppalusiM  BbISBJICHBI
JpaliBepHBIC MyTallid B JOBOJBHO OOJIBIIIOM KojimuecTBe reHoB: SF3B1, ATM,
TP53, NOTCH1, POT1, CHD2, XPO1, BIRC3, BRAF, MYD88, EGR2, MED12,
FBXW7, ASXL1, KRAS, NRAS, MAP2K1,NFKBIE, TRAF3 u DDX3X. 13 Hux
o 10% npuxomurcs Ha SF3B1 1 NOTCH1.B menom, Bce reHeTHUecCKre MyTaIlun
MOTYT KacaTbCsid HECKOJBKMX CHTHaJIbHBIX myTed, Takux kak NOTCHI,
CUTHAJIBHOTO NyTH B-KieTOYHOro perentopa, MocieI0BATeIbHOCTH OTBETOB Ha
noBpexnenue JIHK-ctpykrypsl, renoma/xpomaruna, PHK u pubGocomanbHOTrO
MpollIeCCUHra, BocnanuTelbHbX myTeid, NF-kB curnanuira, KJIeTo4yHOTO LUKIIA U
anonito3a. HapymieHue perymsiuu 3TUX OHOJOTUYECKHX CUTHAJIOB JICKHUT B

ocHOBe Jeiko3orene3a npu XJIJI. Bo3MoxxHO, 4TO MepBOE OHKOI€HHOE COOBITHE



MPOUCXOJUT HA YPOBHE B-KIETOK-NPEAIIECTBEHHUKOB WJIA HAa YPOBHE
TrEMOITOATHYECKON CTBOJIOBOM KIIETKM. B nanpHenmeM IpOMCXOIWT KJIOHAJIbHAs
sBOMIONMS. C KaKIIBIM PEHHUIUBOM MOTYT MOSIBISATHCS U CTAHOBUTHCS BEIYIIUMU
HOBBIC TaTOJIOTHYECKUE KJIOHBI, YTO OTPaKaeTCsa Ha TeUYCHWH 3a00JIeBaHUS U
OTBETE Ha JICUEHUE.

NmmyHOpEHOTHTT OITYXOJIEBBIX KJIETOK pu XJUI
BKkimouaeT:CD19+,CD5+,CD23+,CD79b+dim, CD20+dim, CD22+dim,slgdim,
CD81+dim, CD160dim.Taxxxe HeoOXoA¥Ma PECTPHKIMS JIETKUX  ICICH
MMMYHOTJI00yJIMHA (Karna Wid JsM01a).

CywecrByer aBe cucreMbl cragupoBanus XJIJI. Onny cucremy npeaioxumn
Rai. B neit paznuuarot 5 craguit XJLJT (RaiR., 1975):

Cragus 0 - aGCOMOTHBIN TUMGPOIUTO3, IPOAOKUTEIHHOCTS k1u3HH - 10-12 ner.

Cramus 1 - numdonuTos + mumdaneHonaTusi — MPOJIOJDKUTEILHOCTh XXKU3HU 6-8

JIET.

Cramus 2 - numdonuro3 + numdaneHonatus -+ TenaTOCIUICHOMETaIus -

MPOJIOJKUTEIBHOCTD KU3HU A0 4 JIeT.

Cranus 3 - npucoeaunenne anemMuu MeHee 110 1/1 — npogoKUTENbHOCTD KU3HU

70 2 JIeT.

Cragmss 4 - mpHcoemuHeHme TpoMOoumrtoneHnn Mmenee 100x10%n —

MPOIOTIKUTETBLHOCTD XKU3HU J0 2 JIET.

Bropas cucrema Oblia pazpaborana Binet (BinetJ.L., 1981):

A cragus - nuMm@ounrtos + nuMdaaeHonaTus Mesee 3 30H;

B cranus - 6osee 3 30H nopaxxeHus TuM(pOy3I0B;

C cragus - anemus mMenee 100 x 10°/1 wm TpomOoruTonieHun MeHee 100 x 10%/.

O06e cucteMbl paBHOLICHHBI M MOTYT UCIIOJIb30BAThCS B KIIMHUYECKOU MPAKTHUKE.
st onpenenenust mporuo3a XJIJI y kKoHkpeTHOro maiueHTta pa3paboTaH

MEXKJIYHAPOJHbIA  MPOTHOCTHYECKUM  HHJAEKC Ha  OCHOBAaHMM  aHaJIM3a

BBIKMBAEGMOCTH 3472 TMalMEHTOB, BKJIIOUYECHHBIX B BOCEMb HCCJICIOBAHUM,

npoBoauBiuxcs B EBpornie u CIIIA. uaekc ocHOBaH Ha MSATH MapaMeTpax:

1.Hanmuuue TP53 (17p) - 4 6ania



2.Craryc IgVH: 6e3 myranuii - 2 6anna

3.B2M, mr/n > 3,5 - 2 Ganna

4.Cragus B/C o Binet i I — IV 1ioRai - 1 6amn

5.Bospact > 65 ner - 1 6amn

Bo3morxabIe 3Hauenus nikaisl oT 0 go 10.

Kaxnomy u3 3TuX mMokaszaTened MpUCBOEH 0ajul, OTpa)kalolluii OTHOIICHHE
puckoB mporpeccun unm cmeptu. MIIM gna XJIJI nmo3BosisieT  pa3nenuThb
MAIMEHTOB HAa YeThbIpe IPYMIbl B 3aBUCHUMOCTH OT pucka: Hu3kuil puck (0 - 1
OaJT), MPOMEXKYTOYHBINA PUCK (2 - 3 Oaria), BRICOKUN pUCK (4 - 6 06aJIOB) M OYEHB
BbICOKMI puck (7 - 10 GanoB).

Xapakrepapie g XJIJI  ayrouMmyHHBIE aHEMHMHM H  ayTOMMMYHHbBIE
TPOMOOLMTONIEHUH HE BIUAIOT Ha cTaauto XJIJL.

JNuarnoctuka OonpHOoro XJIJI BKIIIOUaeT ompejaelieHne MUMMYHO(MEHOTHUIIA
JICMKO3HBIX KJIeTOK nepudepudeckoit kposu, KT 1ien, rpyqHOM KIETKH, OPIOIITHON
MOJIOCTH, MaJoro Taza ¢ U3MEPEHHUEM OIyXOJIEBBIX OYaroB; OUOICHIO KOCTHOTO
mo3sra; omnpezaenenue JIJII'; onpenenenne 6eta2 MUKpPOIIIOOYIMHA, T€HETUYECKOE
WCCJICIOBAHUE METOJOM KapHOTHUIHpOBaHUsA, MerogaoM FISH ompenenstorcs
tunuyHble i XJIJI OUTOreHeTMYeckne MOJIOMKH, METOJAOM IOJMMEpPa3HO-
IEMHOM peakKIuy ONPEACIISIOT HAIMYME WK OTCyTCTBUE MyTanmu IgHV.

Kpurepun IwCLL 2008 quis Hayasia Tepanum:

1. OnnH uinu 0oJiee CUMIITOMOB MHTOKCHUKAIIUU:

- noteps Beca > 10% maccel Tena 3a 6 MECSIEB;

- cnaboctb (ECOG >= 2, HeTpyA0CcIOCOOHOCTB);

- cy0debpuibHas Tuxopaaka 0e3 MPU3HAKOB HHPEKIINH;

- HOYHBIE TIOThI, COXpaHsIoIIHecs: OoJiee Mecsiia 6e3 MPU3HaKOB UH(PEKIIHUH.

2. Hapacratomas aHeMus W/WIM TPOMOOLMTONEHHUS, OOYCIOBIECHHAs
UHOUWIbTpaIMe KOCTHOTO MO3Ta.

3. AyTOMMMYHHasi aHEeMHs W/UIU TPOMOOILIMTOINECHUS, PE3UCTCHTHBIE K
MPEIHU30JIOHY.

4. Bonbluue pa3Mepsl CeIe3eHKH (> 6 cM HUXKe peOepHO TyTH)



5. MaccuBHas u HapacTatomas TuMdaaeHonaTusI.

6. Bpemst yneoenust numdorutos (BYJI) menee 6 mecsies.

B 30% cnyuyaeB 3abojeBaHuE MPOTEKAaeT OYeHb CHoKoiHO. KomnuecTBo
JTUM(QOITUTOB YBEIMYMBACTCS OYCHh MeEIeHHO. CHUMITOMBI HHTOKCHKAIIAN
OTCYTCTBYIOT. OOIIee COCTOSTHUE OCTaeTcsi XopommM. Takoe COCTOsIHHE
OJaromojyyuss ~ MOXET  MpoJoJbKaTh  MHOro  Jjer. [loatomy — TakTuka
BBDKU/IATEIILHOTO HAOJIOICHUS TTPECTABIISCTCS ONPaBAaHHOM.

Jleuenue. XJIJI ocraercs HeusineunMmbiM 3a0osieBanueM. Ilpu  BwIOOpe
TEPAleBTUYECKOM  TAKTUKUM  HEOOXOJMMO  YUYUTHIBATH  IIUTOTCHETHYECKHUE
xapaktepucTuku omnyxoiu (del 17p w myrammm TP53) m MyTanuoHHBIA CTaTycC
rena IgHV, cocrosnue mamuenta (BO3pacT, COMAaTHYECKUHA  CTaTyc,
COMYTCTBYIOLIME 3a00JI€BaHUsI), BO3ZMOXKHbIE MPOTUBOMOKA3aHUSA K KOHKPETHBIM
npenaparaM, MpPOJOJKUTENBHOCTh OTBETA HA paHEE MPOBOAUMYIO TEpaNuUio, a
TaKXe €€ TOKCUYHOCTb.

Jns Tpynmbl  MOJIOABIX mNanueHToB (mutaamie 60-65 ner) ¢ xopouum
00IIIECOMaTUYECKUM CTaTyCOM C MYTHpPOBaHHBIM ctaTycoM IgHV u orcyTcTBHEM
dell7 B KkadecTBe Tepanwm TEpPBOM JIMHMM MOXXET OBITh  BBIOpaHa
NOJUXMMHOTEpAIns, OcHOBaHHas Ha @uodapadbune (FCR-  gmooapabun,
yuxknogochpamuo u  pumyxcumad).  AJNBTCPHATUBOW  SIBISETCS  Tepamus
MHTUOUTOpaMu  THUPO3HHKMHA3bIbpyTOHa (MOpyTMHHOOM, akanabpyTHHHUOOM),
onoxkaropom Oenka BCL-2 (senemorxnakc). Chemyer MOMHHTB, 4TO HOPYTHHHO
BBI3BIBAET MEPEPACTIPEACIUTEIbHBIN JTUMQPOIUTO3, KOTOPHIA MOXKET COXPAHSTHCS
HECKOJIbKO MECSLIEB.

Y  MonompIX TAIMEHTOB ¢ HEOJAronpusTHBIMH  [UTOTC€HETHUYECKUMU
nosioMkamu XT He npuMeHsOT BBUAY HEID(PEKTUBHOCTU. Y 3TOH Tpynmbl
MAIMEeHTOB TEPAMKEH BHIOOpA SIBIISIFOTCS TAPTETHHIE MPETapaThl.

[laniueHThl cTapiiero Bo3pacTa 0e€3 HEOJIarompusTHBIX OMOJIOTUYECKUX
MPU3HAKOB MOTYT B KaueCTBE NMEPBOM JIMHUU TMOJTy4aTh UMMYHOXUMHOTEPAIHIO,
OCHOBaHHYIO Ha (urroapabrHe co CHIKEHHUEM 7103 npernapaToB (pexum FCR-lite).

Xopomuii KOHTPOJIb HaJl 3a00JI€BAaHUEM JIa€T Teparusl MpernapaTroM OeHOAMyCHuH



B COUYCTAaHUH C pumykcumabom, a TaKXKe XJIopOymuH B COUETAHUH C
oounymysymabom. Ho Tepamnueir BbIOOpa y TOKUITBIX MAIIMEHTOB, KaK ¢ HATHINEM
HEOJAronpUsITHBIX LUTOTC€HETHUYECKUX TIOJIOMOK, TaK W 0€3 HHUX, SBIAIOTCS
TapreTHBIE TIpenaparbl: HMHTUOUTOPHI CUTHAIBHBIX TyTed B-KieTo4HOTrO
peuentopa u Onokaropel BCL-2. Tlo cpaBHEeHHIO ¢ MMMYHOXHMHOTEPIIUEH,
TapreTHhIE MperapaThl JTy4llle MepeHOCITCs, MPUHUMaOTCs BHYTph. HeynoOcTBo
MIPEICTABIIIET HEOOXOAMMOCTh IMOCTOSIHHOTO WJIM JUTUTEIHLHOTO MpHUeMa JICKapCTB.
[Ipu BBIOOpE TapreTHOrO Mpenapata He0OXOAUMO YUUTHIBATH CIIEKTP TOKCUYHOCTH
U HAJIUYUE COIMYTCTBYIOIUX 3a0oieBaHuil. Tak, ubpymunu® MOXKET BBI3BIBATH
HapymieHuss putMma. Kpome Toro, mpemaparT HeEnb3s Ha3HA4aTh COBMECTHO C
sapghapurom, Tak Kak OH MOKET BbI3bIBAThH MMOBHIIIICHHYIO KPOBOTOYHBOCTb.

Y manueHTOB CTapyecKOro BO3pacTa C CEPhE3HBIMU JEKOMITCHCHUPOBAHHBIMHU
COITYTCTBYIOIIMMHU  3a00JIEBAaHUSIMHU TIEJIbIO0  JICUCHHUS OyleT MojjaepKaHue
npUeMJIEeMOro KayecTBa >KHU3HHU. [loaToMy JeueOHas TakTHUKa JOJKHA OBITh
HaMpaBJICHA Ha CIEpKUBAaHUE TIporpeccupoBanud XJIJI MUHUMAIIBHO TOKCUYHBIMA
npenaparamMu. TakuM MalMeHTaM MOXHO Ha3HAYUTh XJOPOYTHH B MOHOPEKUME
M B couetanuu ¢ aHTHCD20 MOHOKITOHATBHBIMU aHTHUTEIAMHU.

[Ipu penuauBe 3aboneBaHMs TAIMEHTAM HAa3HAYAIOT AJbTEPHATHUBHBIC
TapreTHhIE TpenapaThl, KOTOPbIE HE NPUMEHSIM B KadyeCcTBE IEPBON JIMHUU
Tepanuu. M3ydaroTcs KOMOMHAITUU TapTeTHBIX MPENapaToB.

EAvHCTBEHHBIM METOJOM JIEUEHUS, UMEIONUM HU3JICUMBAIOIINNA MMOTEHIUAT Y
MalKMEeHTOB MOJIOJOT0 BO3pacTa ¢ peluAuBaMHu U pe3ucTeHTHbIMU (popmamu XJIJI,
apisiercs a0 TI'CK. Jlns ee ocyiiecTBiaeHUs HEOOXOAUMO HMETh IOKa3aHUs,
OTCYTCTBHE TPOTHUBOIIOKA3aHUN M HWMETh MOAXOMSIIET0 COBMECTHMMOIO JOHOpA.
AnnoTI'CK mpuBoauT k uzneuenuto B cpegaeM ot 40 no 60% nanuentor (Hallek
M., 2019).

Crnengyer MOMHHUTB, YTO BO BpeMsl TIEPBOM M MOCIEAYIOMUX JUHUN TEparuu
naryeHTaM TpeOyeTcs aJIcKBaTHAsI COTIPOBOUTEIIbHAS Tepanus

(anTHOaKTEepUANbHASA, TPOTUBOBUPYCHAs, NpoTUBOrpuOKoBas). [lpu HU3KOM



YpPOBHE HMMYHOTJIOOYJIMHOB (MeHee 5 T/1) W dacThiX HMHQPEKIIMOHHBIX
OCIIO)KHEHHSIX MOXKET MOTPEOOBATHCS BBEICHNE UMMYHOTIIOOYJTHHOB.

[Tpodunaktuku XJIJI He cymiecTByeT.

TakTnka BeleHUs NANIMEHTOB NpH cuHApoMe Puxrtepa

[Tono3peHue Ha cuHApoM PruxTepa OCHOBBIBAETCS Ha KIIMHUYECKUX JAHHBIX:

- IPOTPECCUPYIOIMIUMA POCT TUMPATHUECKUX Y3IIOB;

- TUXOpajKa, yCTOWYNBas K aHTHOMOTUKAM M aHTUMHKOTHKAM;
- CYLIECTBEHHAs MOTEPs BECa,;

- BBICOKMU ypoBeHb JIJII.

Bce »95Tu mnpu3Haku MOTYT BBISBISATBCS Yy OOJBHBIX, HE HMEIOLIUX
TpaHC(HOPMHUPOBAHHON  OMYyXOJHM, TI03TOMY PEKOMEHJOBaHO  00s3aTeIbHOE
BbITIOTHEHUE Ouorncuu. [Tone3nsim MoxeT ObITh BhiTlOHeHUE [IDT/KT. ITpu XJUJI
MeTaboJIMYecKass aKTUBHOCTh OITyXOJIEBBIX O4YaroB OOBIYHO HuU3Kasd. [losBieHue
WHTEHCUBHOTO HAKOIUICHHUS pajauodapmipenapaTta MOXKET CBUACTEIbCTBOBATH O
Tpanchopmaru. CraHgapTU30BaHHBIA — ypoBeHb 3axBata (SUV) I,
MO3BOJIAIOIIMK  BBISIBUTH CUHApPOM Puxrtepa, He onpeaeneH. Ho ecTs
CBUJETENBCTBA, 4TO IpU ypoBHE SUV Oonee 5 BeposATHOCTH cuHApoMa Puxrtepa
nocturaer 50%- 90%. CnoxHocTh coctour B TOoM, uto IIDOT He mo3Bomser
OTIWYUTh CUHAPOM Puxrtepa oT MHpeKUMH WM  JPYroil TeMaTOJOTUYECKOMN
onmyxoiu. ['maBHbIM (haKTOpPOM MPOTHO3a y MAIUEHTOB C CUHIApOMOM Puxtepa
ABJISICTCS KIJIOHAJIbHASL CBSI3b C UCXOJAHBIM KiIOHOM XJIJI. Ecnm takas cBs3b He
MPOCIEKUBACTCSA, TO MPOTHO3 HeOnaronpusTeH. MenanaHa MpPoOAOIKUTETbHOCTH
JKW3HU TIOCJIE YCTAHOBJIEHUS AUArHo3a COCTaBIAET 6 - 24 Mecsues. s meueHns
UCITIOJIB3YIOT PEKUMBI I arPECCUBHBIX B-KJIETOYHBIX JTUMQpOM.

[Tpu coxpanenuu kmona XJIJI Ber6opom moxet 6b1Th R-CHOP + ubpymunu6.
VY mamuenToB ¢ XOMKKUHCKOW TpaHCHOPMAIMEH MOTYT MPUMEHSATHCS PEXUMBI
ABVD i BEACOPP.

KonTposns.

3agaya Nel.72-x 7neTHsiS JKCHIMHA TPUILIA K Y9aCTKOBOMY TEpAaIeBTy C

*asmo0aMH Ha TPOTPECCUPYIOIIYIO CITA00CTh U MOTEPIO Beca Ha 8 KT 3a MOCIICTHIE



3 mecsma. B 3ToT nmeproa y Hee ObLIN ATU30/bI IUXOPAJIKA W HOYHAS TIOTIUBOCTD.
[Ipu ocMOTpe y MAaIMEHTKH BBISBICHBI YBEIUYCHHBIC 0€300JIC3HCHHBIC IICHHBIC,
MOAMBIIICYHBIC W TaxOBble JUM(DOY3JIbl MaKCUMaJIbHBIM Pa3MepoM 10 2-X CM.
[leyeHp W cene3eHKa NAIBNHPYIOTCI Ha 3 cM HWke pebdepHoil nyru. B
nepudeprdeckoil KpOBU BBISIBICHO YBEIMUYEHHOE KOJIMYECTBO JICMKOIUTOB: 103 x
109/J'I, auMdoruToB 90 x 109/J'I, Tp0M6OHI/ITBIISOX109/JI, remorinooud 110 1/, ecThb
pa3pyIieHHbIe TUMQPOIHUTHI, KOTOPHIE BRITJISAAT Kak apTedaKThl.

Kaxkoe uccnenoBanue cieayeT BBIOIHUTD B IIEPBYIO 0UYEPEIb I TOCTAHOBKHU
nuaraosa?

1. IluToreHeTHYECKOE CCICIOBAHNE KOCTHOTO MO3Ta

2. TI9T/KT Bcero Tena

3. UmmyHO(DeHOTHIIHUECKOE HCCleA0BaHNEe TUM(OIIUTOB KPOBU™

4. buoncuto mumdoysina

3amaua Ne2. Myxuuna 71 roja npuiien Ha nucnaHcepusanuio. XKanob Her.
Nmeercs runeproHnyeckas 001e3Hb u peduirokc-330darut. [locrosuno
npuHuMaeT metonposon. He kyput u He 3m0ynotpednset ainkorosiem. [pu
ocmotpe: t=36.3°C, mynwsc 75/mun, AJI=135/87mm pT.cT. Kakux-mibo oTKIOHESHUH
IIPU OCMOTPE HE BBISIBIICHO.
Knuaundeckuit ananu3 kpoBu: reMaTokpuT 43%, remoriaoous 1451/, 1eHKOLUTHI
32x10%/n, cermenTosnepHbie Heiirpodumbt 22%, 6a3odumbl 1%, 203uHOGHIBI 2%,
auM@onutel 74%, MoHouUThI 1%, TPOMOOIIUTHI 190x10%/1. B maske KPOBH BHUJIHBI
3penible Majbie TUMQOIUTHI, €CTh TeHu [ ymnpexra.
[IpoTounas uuromerpusi: B-xkierku: CD19+, CD20+, CD5+ u CD23+.
Ycranosnen quarno3 XJIJI, A cragus no Binet.
Onpenenure TepaneBTUUYECKYIO TAKTUKY:

1. nuHaMmueckoe HaOJIOIeHHE™

2. UMMYHOXMMHOTEpAIus ¢ BKIIOYEHHEM MOHOKJIOHANBHBIX aHTUCD20 —

aHTUTE

3. moHotepanus aHTuCD20 —MOHOKJIOHAJIbHBIMU aHTUTEIaMU



4. TpaHCIIaHTalUsl KOCTHOTO MO3ra

3apaua Ne3.21-netHsst MoJio/1as KEHITMHA 00paTHIIach K Bpady C
XaobaMM Ha CHIIbHBIN Kalllenb U noTepro Beca. [Ipu ocMoTpe BBISBIEHBI
pacuIMpeHHbIe BeHbI Ha niepeHel rpyaHoi crenke. [lepudepuueckue mumboysibt
He yBenuueHbl. [Ipu peHTrenorpaduu rpyIHOM KJIETKU BBISIBIICH TPABOCTOPOHHUIMA
wieBpuUT U pacmmpenHoe cpegocrenue. [I9T/KT uccnenoBanue nokazano
HaJIM4Ke OMyXO0JIEBOTO oyara B mepeHeM cpeaoctenuu 11 cM B HaubosbiiieM
n3Mmepennu ¢ SUVMax 24.1 u yBenudenue 6udypKarmoHHbIX TUM(OY3TI0B 1
auMQOy3TI0B B KOPHE MPABOTO JIETKOTO0. BhIMoHeHa TpenaHOMONCusi KOCTHOTO
MO3ra: maToJIOTUM He BbIsiBIIeHO. Hibke nuadparmbl yBEIMUEHHBIX JIUMQPOY3TIOB
He 0OHapyKeHO. MeIMacTUHOCKOIUS ¢ OMOTICHEN OIyXO0JIEBOro oyara Irokaszajia
muddy3Hyro muM@ouIHyIo poudepanuo aTUIMUYHBIX KJIETOK CPEAHET0 pa3mepa
nosutuBHBIX CD20, CD79A, PAX5, CD30 (dim), MUM1, BCL2, u BCL6
no3utuBHEIX 1 CD10, BCL1, un EBER — neratusubeix. FISH- meton mokasan
orcyrctBue MYC, BCL2, BCL6 — nepectpoek.Kakoit 1uarHo3 Bbl moctaBuTe?

1. JIumdpoma XoKKHHA
2. llepBuuHas MenuactTuHambHas TUMpomMa™
3. Huddysnas B-kpynHokneTounas numpoma, HEyTOUYHEHHAsS
4. ®omnukynspHas aumpoma
5

Pak nerkux

3agaua Ne4.Mononoi yenoBek 18-Tu net rocnuraiu3nupoBaH B
XUPYPTUUECKOE OT/AENIEHUE C TI0I03PEHNEM Ha OCTPBIN anMNeHUIINT B CBSI3H C
00JIIMH B TIpaBOM MOAB3A0IIHON 00s1acT. B aHamu3e KpoBU BBISBJICH JIGUKOIIUTO3
25 x 10%/n, anemust ¢ remorno6usoM 100 /71, TpoMGonTsr 100x10%/11. Beimomxero
VY 3U OpromiHo# MOJIOCTH ¥ MaJIoTo Taza. B mpaBoii moaB301IHON 0071aCTH
oOHapy’KEH MaTOJIOTHYECKUH MATKOTKAHHBIN KOHTJIOMEpaT pa3MepaMH OKOJIo 8
cM. Taxxe ObUTH BBISIBIICHBI YBEIMUECHHbBIE BHYTPUOPIONTHBIE TUM(OY3JIBI.

[Tpu3HaKoOB OCTPOI KUIIEUHON HEMPOXOJAUMOCTH He ObLI0. JlanapocKkonuyeckum



METOJ/IOM c/ieana Ouoncusi oopazoBanus. Ha ocCHOBaHUY THCTOIOTHYECKOTO U

UMMYHOTUCTOXHUMHYECKOTO MCCIICIOBAHUS MTOCTaBICH NuarHo3 JuMdombibepkuTa.

[IpoBeneno nononuurenbHoe oocnenoanue: [I9T/KT Bcero tena, Tpenan

OMoICHUsl KOCTHOTO MO3ra, UCCIEA0BAaHNE CIIMHHO-MO3TOBOM KUIKOCTHU. BBIABIEHO

MOpa)KeHHE KOCTHOTO Mo3ra JIMM(OMOH.

Kakyto TepaneBTHYECKyIO TAKTUKY Bbl BHIOEpUTE?

1. JlydeBas Tepamnus Ha 00JaCTh OIYXO0JEBOTO 00pa30BaHUS M YBEITMUECHHBIX
BHYTPHOPIOMIHBIX JIUM(OY3I0B

2. XUpypruveckoe JICUCHUE: yIaJeHNue OmyX0oJu

3. [omuxumuorepanus ¢ purykcumadbom 1o rnporokoiry R-CHOP

4. VInteHcuBHas 0J0KOBasi XUMHOTEpANus C BKIIOUCHUEM PUTYKCUMala u

nporIIakTUKON Helpoeiikoza™

3amauya NeS. Ilanuentky 60-TH JeT TnepuoAUYECKHUE OECIOKOWIM OO0Iu B
AMUTacTPaJIbHOM 00JIacTMU B TEUYEHUM MOCJIEeNHEro rojga mnociae easl. Ha
(GbulporacTpoCcKoNnuu BBISIBJICHA 53Ba JKelyJaka pasmepoMm 10 1.5 cM Ha ¢oHe
TUIIEPEMHUPOBAHHON CIM3UCTOW JKelyAka. [Ipu rucronornyeckomM ucciaenoBaHUU
noctaBied auarHo3 MAJIbT-numdomer. Knunudeckuid aHamu3 KpoBH ObUT B
HopMe. YBenuuenust auMmpoysnoB npu KT rpyaHoil kineTku, OpIOIHOM MOJIOCTH,
MaJjioro Ta3a He BbISBIEHO. [IeueHb U cene3eHka He yBEINYCHBI.

Kakue nonogHUTeNnbHbIE UCCIEI0BaHHS HEOOXOAUMO BBITOJIHUTH?

1. Hccaenosanne na Helicobacterpylori*

2. Uccnenosanue na Chlamydiapsittaci

3. IIDT/KT Bcero tena

4. Dupockonunueckoe Y3U xemynka

CnucoknurepaTypsl
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