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0630p no T-kneTouHbIM NIMMcpoMaM
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TepmnHOM nepudepuyeckne T-knetouHble nuMmdpombl  (MTKIT) obo3HavatoT onyxonw,
npoucxoaswme m3 3penbix (noctrummnyecknx) T-numdoumTtoB n NK-kneTok. 3Ta pegkas rpynna
3aboneBaHU xapakTepusyeTcst 6MONIOrMYeckon reTeporeHHOCTb0 UM COCTaBnseT okono 15% ot
BCcex NMM@oM. BHe 3aBMCMMOCTM OT OCOBEHHOCTEW CBOEr0 PasBUTUS M TEYEHMUs, 3@ PEaKUM
NCKMIOYEHMEM, 3TO arpeccvBHble NMM@OMbl C  MIOXUM MPOrHO30M. B oTanume OT B-KNeTOYHbIX
nmmdom  6onbwmHcTBo MTKJT, B Hactosiwee BpeMsi, HE WMET YEeTKMX T[EeHETUYECKUX U
MONEKYNSPHbIX MPU3HAKOB, a Mopdonornyeckne u  MMMYHONOMMYECKME YepTbl  Pas/IMYHbIX
HO30M0rM4ecknx opM Hepeako nepecekaroTcs, N03ToMy B AnarHocTmke MTKJT o4eHb BaXKHYO porib
UrparoT KMHUYECKne M aHaToMuyeckme ocobeHHocT. B knaccudpukaumm BO3 T/NK-kneTouHble
numdonponudepatmeHble 3abonesaHnsa (T/NK-JIM3) pasgeneHbl Ha TpW OCHOBHbIE MOArpynmbl:
npoTeKkatolwme C NelkemMmsaumen Uan AMCCEMMHaLMEN, NPENMYLLECTBEHHO 3KCTpaHOAANbHbIE MK
KOXHbl€, NpenMMyLLEeCTBEHHO HOAA/TbHbIE.

BblaeneHno HoBbIX HO30M0rM4ecknx ¢hopm cnocobcTBoBano AetasnbHOE MU3yyeHue buonorum u
nporHo3a pasnuyHblx T/NK-JITM3. Tak aHannactmyeckas KpynHoknetodHas numdoma (AKKI) B
55%-85% cny4yaeB 3KCMpeccMpyeT KnHasy aHannactudeckor numdgomsl (ASIK), xapaktepusyetcs
XOpOLNM OTBETOM Ha Tepanuio U 6naronpusTHbIM NPOrHO30M, B OT/MuMe OT AJIK-HeraTMBHOMO
BapuaHTa 3abonesaHus. lostomy B knaccudukaumm BO3 2008 AKKJ1 npeacraeneHa AByMms
otaenbHoiMn hopmammn, AJTIK+ n AJIK-.

[pyrMM npumepoM MOXeT CNyXuTb peakoe 3abonesaHne, NaHHUKyNUTonogobHas T-KneToyHas
nuMdoMa NoaKoXHOM >kupoBon knetyatkn (0.9% ot Bcex [MTKJ1), npeactaBneHHoe AByMS
NMMyHO(EHOTUNUYECKMMM BapuaHTamm YO 1 af. Ha ocHoBaHuu aHanu3a 83 ciyyaes (Willemze,
2008) ycTaHOBNEHO, YTO 5-Tn neTHas obLas BbKMBAEMOCTb Npu ap deHotune coctasnsieT 82%, a
npu yd deHoTune Bcero 11%. B HOBOWN knaccudukaumm Kk cOBCTBEHHO MaHHUKYIMTONOA06HOM T-
KNETOYHOM NMMdOME NOAKOXHOW XXMPOBOW KINETYATKM OTHECEHbI TOMBLKO ClyYan ¢ af (peHoTunoM,
a YO PeHoTUN XapaKTepu3yeT HOBYIO HO30/1I0MMI0 - NepBUYHAs KOXHas yd T-kneTouHas numdoma.
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Knaccudpmkauua BO3 T/NK-J1N3 (2008).

JleikeMM3aumna nam gucceMmHaums

T-KNEeTOYHbIN NpoNMMMOLMUTapPHbLIN NENKo3

T-KNETOYHbIN NEKo3 M3 6ONbLUNX FPaHYNSPHBLIX MMMGOLMTOB

XpoHunueckoe NK-knerouHoe numdonponudeparmsHoe 3abonesaHmex*
ArpeccvBHbIN NK-KNEeTOYHbIN Neiko3

T-kneToyHas numdoma/nerikos B3pocnbix (HTLV-1)

CucteMHoe EBV+ T-knetouHoe numdonponudepatnBHoe 3aboneBaHune y aeTei

OKCTpaHoAa/bHbIE
T/NK-kneTouyHast numcdomMa, Ha3anbHbIA TUN

T-kneToyHas nuMdoma Tmna sHTeponaTum
lenaTonueHanbHasa T-kneToyHas numdoma

DKCTpaHoAaNIbHble-KOXHbIE
pn60BMAHBIN MUKO3

CunHpgpom Cezapu

KoxxHast aHannactuyeckas KpynHoKieTouHas nmMmdoma

JIumdomaTomnaHbin nanynes

MaHHMKyNMTONoAo6Has T-KneTouyHas nMMdoMa NOAKOXHOW XKMPOBOM KETYATKM

MepBuyHas koXxHas yo T-knerouHas namMmdoma*

MepBuyHas KOXXHas arpeccuBHas anmaepmorponHas CD8+ T-knertouHas nuMmdpoma*
MepBuyHasa KoXXHast M3 Mesiknx/cpeaHux knetok CD4+ T-knerouyHas numdpoma*

HopanbHbie
AHrMonMMyHobnactHasa T-knetoyHas numdoma

AHannactuyeckas KpynHokneTouyHas numdgoma, AJTIK+
AHannacrTnuyeckas KpynHokneroyHas numcpoma, AJIK-*
MNepudepnyeckasn T-knetouHas numdoma, Heknaccnduumpyemas

*HOBble HO30/10rn4yeckne opmbl, NpeacTaBneHHble B knaccudukaumm BO3 2008

Haunbonee nonHbi anuaemMuonormdecknii aHanus MNTKJ1 npoBeaeH B paMkax MexayHapoaHoro
npoekTa Nno T-KNETOYHbIM NIMMEOMaM, B KOTOPbIA BKIHOYEHbI 22 LeHTpa 13 CeBepHoON AMepuKM,
EBponbl 1 A3un 1 npoaHanusnposaHo 1314 MTKJ. AuarHo3 MTKJ1 n NKTKJT 6bin noaTBepXaeH B
1153 cnyyasix (87.8%). Hanbonee yactot Ho3onoruyeckon opmon aBnsieTcs nepudepuyeckas T-
KnetouHas nuMmdoma, Heknaccudmumpyemas (MTKIH) - 25.9% Bcex MTKJ1. Ha BTopoM MecTe no
4yacToTe BCTpeYaeMoCcTU aHrnmommmyHobnactHas numdoma (AUT) — 18.5%. [AunarHoz NKTKIJI
yctaHoBneH B 10.4%, a nepudepunyeckon T-knetoyHor numdombl/neinkosa B3pocnbix (T/1/1B) B
9.6% cnydaes. Cneaywowas Mo 4acTtoTe BCTPEYAEMOCTW KPYMHOKIETOYHAs aHaniacTuyeckas
numcoma (AKKJT). Ha gonto ALK+ n ALK- BapuaHToB npuxoautcs 6.6 u 5.5%, cooTBeTCTBEHHO.
MNTKJ1 Tmna sHTeponatm auvarHoctupoBaHa B 4.7% cny4yaeB. Bce octanbHble BapuaHTbl [MTKIJ1
COCTaBNSAT He 6onee 2% OT BCero npoaHanM3MpPOBAHHOMO MaTepuana. NHTepecHbIMK
NpeacTaBNSATCA AaHHbIE OTHOCUTENBHO reorpacmyeckoro pacnpocTpaHeHs TOro naM MHOro Buaa
MNTKN. Tak MNTK/IH siBnsieTcs Hanbonee yacTbiM BapuaHToM B CeBepHolt AMepuke u EBpone. Ha
[anbHeM BocToke nepBoe mMecTo no yactote Bcrpevaemoct y NKTKJT n TJIIB. AKKJT ALK+ yawe

MaTtepuanbl canta www.doctor.lymphoma.ru CcTpaHuua -2 -



Bcero amarHoctupyetcs B CeBepHon AMepuke, B To BpeMsi kak MTKJ1-Tuna aHTeponaTtum B EBpone
(rnaBHbiM obpaszoM B Hopserun). AWJT Takxke Jalle BCTpeyaeTcs B EBpone, Hexenun B Apyrux
reorpadmyeckmx pervoHax. BOoNblUMHCTBO BapuaHTOB nepudepnyecknx T-KNeTOYHbIX MMEBOM
MMEIOT MNIOXOM MporHo3. MNsaTuneTHas obwas BbhkmnaemocTb (OB) ans MTKJTH, AUJT n ans Bcex
TMnoB NK/T-kneTouHbix numdoM coctaBnsieT 32%. ITOT xe nokasatenb ans TJ1JIB coctasnsieT
Bcero 14%. CaMblii BbICOKWMIA MoKa3aTenb 5-netHenn OB cpean HopanbHbix MTKJT npyu AKK/T ALK+
(70%), a cpean Bcex MTKJT npu koxHon dopme AKKIT (90%).

be3ycnoBHO, 3T AaHHble He SBAAOTCA abCoMOTHBIMU, M Pas3MYHBIMU UCCNeaoBaTeTbCKUMM
rpynnamMu npoBOASTCS 3NMAEMUOSIONMYECKNE UCCIIeA0BaHUSI B CBOMX pervoHax. [aTckui peructp
numdom LYFO (F. d” Amore) BKIOYaeT NonynsLUMOHHbIA aHanu3 485 cnyyaeB MTKJ1 3a 15-neTHui
nepuon. Hambonee 4actbiM rucronormyecknm sapumaHtom aensetca MTKJTH (44%), BTopas no
yacToTe BCTpevaeMocTn cucteMHas dopma AKKJT (35%), AWJ1 gnarHoctupoBHa B 17% cnydaes.
3a Becb 15-neTHU nepvog HabnoaeHMst 3TO COOTHOLUEHWE HEe MpeTepneno CKOMbKo-HUbyaAb
CYLLECTBEHHbIX M3MeHeHUI. MNpy aHanu3e 5-neTHel obLuel BbXKMBAEMOCTM CaMOE HU3KOE 3HauyeHue
oTMeueHo npu AWUJT (25%). Onsa MTK/H u AKKJT 3TOT nokasaTenb coctaBnseT 33% u 39%,
COOTBETCTBEHHO. B cpaBHeHMe C pe3ynbTaTaMm MexayHapoAHOro npoekTa no T-KIeTOYHbIM
numdomMam obpallaeT Ha cebs BHMMaHune 6onbluas vyactoTa BctpedaemocTn AKKJT B 3TOM pernoHe,
a Takke 6onee HU3KUIA NokasaTeslb 5-NETHEN BbIXXKMBAEMOCTU MNPV 3TOM HO30/10rM4eckon (opme.
OpHako cnegyeTr OTMETUTb TOT PaKT, 4TO B 3TOM uccnegosaHun AKKJ1 He 6bina pasgeneHa Ha
AJTIK+ n AJTIK- BapuaHTbI.

AHannacTuyeckas KpynHoknertouHas num¢poma

Bnepsble 3TO 3aboneBaHne onucaHo B 1985 roagy Stein ¢ coaBTOopamm Kak numdoma
XapaKTEPU3YIOLWAsACa HalMYyMeM KPYrHbIX OMyXOneBbiX KETOK C aHamniacTuyeckon mopdosnoruen,
HenpeMeHHbIM UMMYHOMEHOTUNNYECKNM aTpubyTOM KOTOpoK siBnsieTcst akcnpeccusi CD30 aHTureHa.
Mpy nocnepyroweM aHanmse 6bin BblAeNeHbl ABe OCHOBHbIE (POPMbI, NMEOLWMNE MPUHUMNUANbHbIE
KIIMHUYECKME U MMMYHOSIOrMYeckne oTnmums: nepeuyHas cuctemHas T/0 AKKJT n nepBuyHas
KoxxHasa AKKJT.

CucremHasa AKKJ1 buonornyecku reteporeHHoe 3aboneBaHune, YTo onpeaensieTcs HannumeM unm
OTCyTCTBMEM cneunduryHoM TpaHcnokaummn t(2;5)(p23;35). MpoayKToM TpaHC/IoKaumn sBnseTcs
XMMepHsbI 6enok ALK, obnaaarowwmii TMPO3MHKMHA3HOW aKTMBHOCTLO. Ero MoBbILIEHHAs NpoayKums
obycnoeneHa cnusiHeM reHa AJIK, pacrnofioKeHHOro Ha XpoOMOCOME 2 C reHOM, KOAUPYHOLWMM
kncnbii - cocconpotenH - HykneodocMuH (NPM) Ha xpomocoMe 5. BOnbIMHCTBO Cny4aeB
cuctemHon  AKKJT  npeactaBnenbl  AJIK+  BapuaHToM  (55%-85%). WMMMyHOMMCTOXMMUYECKK
akcnpeccns AJTIK npoTenHa onpegensieTcs B uMTonaasMe U sape onyxonesbiX KneTok. OnucaHbl u
Apyrve, 6onee peakue, BapvaHTbl LIMTOMEHETUYECKUX aHOMANIMIN C BOBMEYEHWUEM 2-1 XPOMOCOMbI,
npu 3ToM AJIK BbISIBNSIETCA B UMTOM/Ia3Me N Ha MeMbpaHe KeToK.
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AKKJ1 npeacraBneHa TpeMsi OCHOBHbIMM MOPGOSIOrMYECKMMU BapuvaHTaMW, BHE 3aBMCMMOCTM OT
Hanmuusa unm otcytereuns £(2;5)(p23;35):

e QO6blyHbIN  (75%), Korga oOnyxoneBbli CybCcTpaT nNpeacTaBleH TaK  Ha3blBAEMbIMM
«AMArHOCTUYECKMMIU» KNETKaMM C S4POM MNOAKOBOOOpasHOM WM  NoYkoobpasHou (opMbl U
303NHOMUNBbHBIM OKpalMBaHWEM pernoHa MonbaXKu B uuTOnIasMe.

o MenkokneTouHbli (5%-10%), rae onyxonb npeacTtaBneHa NMM@OUAHLIMUA KNETKaMU MESIKOro
pasMepa C SApOM HenpaBuibHON (OPMbl. «[JMAarHOCTUYECKME» KNETKM BCTPEYAOTCS B HEGO/bLLOM
KONMYECTBE C TEHAEHUMEN rPyNNUPOBaHNS BOKPYr COCYZ0B.

e JlumdpornctmoumTapHbint (10%), koraa B TKaHM OMYXOSNM MMEETCS 3HauuTenbHasi NpUMECh
rMCTUOLUMTOB MACKMpPYHOLUX OMyXOJieBble KIETKM.

B pononHeHne k CD30 aHTUreHy, B 60NbLIMHCTBE Cly4YaeB OnpeaenseTcs 3KCnpeccms aHTUreHa
anuTenuanbHbix MembpaH EMA (4vawe npu AJIK+ BapuaHTte). OnyxoneBble KNETKWM  UMEIOT
abeppaHTHbIM (eHOTUN C yTpaToM TOr0 WAM MHOro T-KNETOYHOrO aHTureHa. OTCyTCTBME
akcnpeccun CD3 (0-BapuaHT) obHapyxuBaeTs 6onee yeM B >75%. YacTto He aKCnpeccupytoTcs m
apyrne T-kneToyHble aHTureHbl: CD5, CD7, CD8. B 6onbliein 4Yactu ciyyaeB O6Hapy>XMBaeTcs
akcnpeccns CD2, CD4, CD45 aHTUreHoB, a Takxke UMTOTOKCMYecknx Mmonekyn (TIA-1, rpaH3umB,
nepgopwuH). Mpun AJTIK-AKKJT yawe, yem npu AJIK+AKKJ1, obHapyxuBaeTcs akcnpeccms CD2 u CD3
aHTureHoB (59% vs 23%; 45% vs 12%). Skcnpeccuss EMA BABOe udalle BCTpeyaeTcs npu
ANK+AKKIJT.

CpaBHeHue AJTIK-nosutueHoro un AJIK-HeraTMBHOro BapvaHTa npeacTaBneHo B Tabnuue 1.

Kak BuaHO 13 Tabnuupl, 6onbHble ¢ AJIK+ AKKJT Mmonoxe vem ¢ AJIK-. BONbLUMHCTBO NaUMEHTOB B
06eunx rpynnax mmetoT III n IV ctagum ¢ 0AMHAKOBOW YaCTOTOM 3KCTpaHOAasbHbIX 04aroB. MporHo3
nydwe npu AJIK+AKKJ1. MM MOXeT CnyXuTb WHCTPYMEHTOM AN OrnpeaesieHns rnporHosa u
BblbOpa TaKTUKM NeyeHust. MIHTepecHoO OTMEeTUTb, YTO naumeHTbl ¢ AJIK+AKKJ1, nmelowme 3 wn
6onee HebnaronpuATHLIX MPOrHOCTUYECKNX (PAKTOPOB AEMOHCTPUPYIOT CpPaBHUMbIE 3HAYEHWUS
6ecnporpeccMBHOMN 1 06LLEN BbKMBAEMOCTM C Apyrumu MTKJI.

KoxxHast ¢opma AKKJT gomkHa Bcerga paccMaTpyBaTbCs OTAENbHO OT CMCTEMHOro aHanora. Eé
OTNINYMTENBHLIMU OCOBEHHOCTSAMU ABNSIETCS OTCYTCTBME TpaHcnokauuun t(2;5), akcnpeccun AJIK
npotenHa n EMA. 310 3aboneBaHune 4valle BCTPEYaeTCs Y MYXXUMH MOXWMIOro Bo3pacTa U UMeeT
AobpokayvecTBeHHoe TeyeHue. 10-neTHas oblwas BbPKMBAEMOCTb, MO Pa3HblM AaHHbIM, COCTaBNseT
83%-100% w” He 3aBMCUT OT MCMOMIb30BaHUSA AHTPAUMKIMHCOAEPXKALLUMX PEXUMOB, MNO3TOMY
MCXOAHO arpeccvBHbLIN TEpANeBTUYECKUIA MOAXOA B AAHHOM CllyYae HeonpaBaaH.
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Ta6nuua 1. CpaBHUTENbHbIE KIMHUYECKUe xapaktepuctuku AJIK+, AJIK- AKKJ1
(K.J.Savage).

KnuH. xapaktepucrmkm ANK+ AJIK-
MeavaHa Bo3pacTta (ner) 34 58
MyX./>KeH. 1.7:1.1 1.5:1.1

Cragms (%)
II 30 30
III 25 15
I\% 31 27
MNosbiweHne JIA (%) 37 46
ComaTtunyeckuii ctatyc >2 (%) 35 30
>1 aKcTpaHoa. oyvara (%) 19.5 21
Bulky, >10 cm (%) 21 11
B-cumnTOMbI (%) 60 57
He < 110 r/n (%) 27 32
TpombounTbl < 150 (%) 10 11
5-net. BMNB (%) 60 36
5-net OB (%) 70 49

5-net BINB B 3aB.0T MINA (%)
0,1 80 62
2 61 44
3 23 16
4,5 25 13

5-net OB B 3aB.0T MINUN (%)
0,1 90 74
2 68 62
3 23 31
4,5 33 13

BINB- 6ecnporpeccMBHasi BbPKMBAEMOCTb
OB- 06bLwas BbXNMBAEMOCTb
MIMN- MexayHapoAHbIM NPOrHOCTUYECKNA MHAEKC

NMepudgepunueckan T-knertouHaa numcdpomMma, Heknaccupumumpyemasn

MTK/H npeacTtaBnsieT cobort COOpHYtO rpynny ornyxonen, He obnaparowmx cneunduyeckuMm
NMpu3HakaMy, KOTOpble MNO3BOAMAM Obl OTHECTM WX K OAHOM W3 T-KNETOYHbIX NIMMEQOM,
npeacTaBneHHbIX B kKnaccudukaumm BO3. 370, CBOEro poaa, «AMarHo3 WUCKIOYEHUS», KOTOPbIV
yCTaHaB/IMBaeTCs Toraa, Koraa Bce apyrve opMbl T-KNETOYHbIX TMMEOM UCKOYEHbI. B 3anaaHbIx
ctpaHax MTKJ/IH Haubonee yacto BcTpevarowasics ¢opma T-HXJ1, vMetowas HebnaronpusTHLIN
nporHo3. 5-netHas OB coctaBnser okono 30%. bonbwuHcTBO cnydvaeB MNTKJIH npeacraeBneHo
nMMyHodeHoTunoMm T-xennepos (CD4+, CD8-). MHoro paboT nOCBALWEHO MNPOrHOCTUYECKOMY
3HAYEHMUIO pa3nYHbIX Bronornyeckux Mapkepos (Tabnuua 2).
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Tabnuua 2. Mapkepbl nporHo3sa NTKJ1H.

MporHocruyecknii Mapkep MporHos

EBV (EBER) HebnaronpusTHbIN
Ki-67>80% HebnaronpuaTHbIN
IKCNpeccus UIMTOTOKCUYECKNX FpaHy/ HebnaronpuaTHbIN

XeMOKWHOBbIE peuenTopbl T-xennepos

ST2(L) nnan CCR5 unun CXCR3 6naronpusiTHbIN
CCR3 6naronpusiTHbIN
CCR4 HebnaronpusTHbIN
%TpaHchopMUpOBaHHLIX KNeTok > 70 HebnaronpuaTHbIN

Hu oavH u13 BbIWENEPEYUCIIEHHBIX MapKepoB He 06NaJaeT BbICOKOM WHAMBUAYaNbHON
npeackasyoLlein cnocobHocTblo. Bonee TOro, Mano AaHHbIX MO COMOCTABMEHMIO 3TUX MapKepoB C
N3BECTHbIMM MPOrHOCTUYECKUMK MoaensiMu (Hanpumep MIN).

Mpy nccnepgoBaHnM Npoduas 3KCNPeccun reHOB OTMeYeHbl MPU3HAKKW, KOTOpble MOryT UMETb
KNMHM4Yeckoe 3HadveHue. Tak npu MNTKJ/TH obHapyXeHa YCUMNEHHasi 3KCMPEeccusl reHOB CEMENCTBA
PDGRFa, 4TO Takxke MNOATBEPXAAETCHS MMMYHOMUCTOXMMUYECKUMU [AaHHbIMW. 3Ta OCOBEHHOCTb
MOXET onpeaensitb YyBCTBUTENbHOCTb OMYXONN K MHMMOUTOPaM TUPO3MHKMHA3 U, COOTBETCTBEHHO,
NOTEHUMAIbHYIO BO3MOXHOCTb M3 UCNOb30BaHMS. YCuneHHas akcnpeccusi reHos nyt NF-kB Takoke
NMeeT KITIMHUYECKOEe 3HaYeHne, NOCKObKY accoummnpyeTcst ¢ 6naronpusiTHbIM NPoOrHoO30M.

NHTepeCHbIM NpeacTaBnsieTcsl paccMoTpeHne anddepeHumansHoro anarHosa mexay MNTKITH u
ANK-AKKIJ1. HekoTopbIMK nccregoBaTensiMm C4MTanoch, Y4To nockosibky AJIK-AKKJT He nMeeT yeTkux
AVArHOCTUYECKMX KpUTEPUEB, @ MNPOrHO3 npu 3ToM 3aboneBaHun aHanornyveH MTKJIH, TO 3TO
3aboneBaHne cneayeTr paccMaTpuBaTb Kak OAMH M3 BapWaHTOB nepudepuyeckoin T-KNeToUHOM
NMMOMBbI, HEYTOYHEHHOW. B pamkax MexayHapoaHOro npoekta Mo T-KAEeTOYHbIM NMMcOoMaM
(K.J.Savage) BblgeneHbl OCHOBHbIE pas/iMums Mexay 3TUMW ABYMS HO30n0rndecknumun cdopmamu. B
JIOMONHEHNEe K xapakTepHoi Mopdonorum, npu ANIK-AKKJT Bceraa akcnpeccupyetcss CD30 aHTUreH,
a TaKke uMTOTOKCMYeckne Monekynbl n EMA. T-knetouHble Mapkepbl (CD2, CD3, CD4, CD43)
onpegensoTcs pexe, yeM npu MTKJIH. B Tpetn cnyyaes npu MTKJTH 0bHapy>xMBaeTcs akcrnpeccus
CD30, a 'y 4.5% 60nbHbIXx CD30 aHTUreH akcnpeccupyetcs 6onee 80% onyxoneBbix KNeTok. OgHako
N B 3TUX CNyyasx 3aKOHOMEPHOCTb 3KCMPeccun ApyruxX T-KNETOYHbIX MApPKEPOB COXPAHSIETCH
(Tabnuua 3).
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Tabnuua 3. CpaBHMTeNnbHasi xapakTepucTuka T-knetouHbix numcdpom ALK-, MTKIH,
NTK/IH>80%

UMMyHOdeHoTHN ANK-, % NTKNH, % MTKJ1H CD30>80%
CD30 100 32 100

CD2 59 86 73

CD3 45 93 80

CD4 35 56 27

CD8 10 19 20

TIA-1, rpaH3umB, nepdopuH 66 32 27

EMA 43 3 0

CD56 4 6 0

CD43 50 93 80

BonbHble ¢ AJIK-AKKJT nMetoT nyywmin nporHos, YeM nauueHTbl ¢ NMTKIH. BMB npu ANTIK-AKKJ
coctaBnsiet 36%, a OB 49%, a BbbkMBaeMoCTb 60bHbIX C TMTKJ/IH HanpsMyk 3aBUCUT OT
akcnpeccun CD30 aHTureHa. bonbHble MTK/H ¢ CD30+ > 80% npeactaBnsitoT cobolt Hanbonee
HebnaronpusaTHyto nporHocTuyeckyto rpynny (5-netHss BMNB 9%, 5-netHss OB 19%). [JaHHble
CPaBHUTENIbHOW MEHOMHOM rMbpuansaumMmn Takke noaTeepxaatoT ToT dakt, yto MTKAH n AJIK-
AKKJ1 npeactaBnsitoT cobol reHeTMyeckn pasHble 3aboneBaHus; aeneunn 5q M 9p obHapyXeHbl
TOMLKO Npw MTKJIH.

NK/T-knerouHas numcpomMa, Ha3anbHbIN TUN.

HasBaHue «Ha3anbHblii TUN» 06YCNoBNEHO Hanbonee 4aCcTon MCXOAHOM NoKanM3aumen onyxonm
B MOJIOCTU HOCa M MpUnexawmx K Hemy CTpyKTypax. B HekoTopbIx cnyyasx AebtoT abcontoTHO
WAEHTUYHON OMYyXO/IM MOXET OTMeYaTbCsl, HamnpuMep, B KOXE, MSArkMX TKaHsX, XenyaoyHo-
KMLIEYHOM TpaKTe, sn4Kax. B 6onblumMHCTBEe cCnydaeB onyxonb wMetoT NK-KieToyHoe
npoucxoxaeHne (CD2+, CD56+,CD3e uutonnasmatmyeckas+, EBV+), ogHako, B peakux
CUTyaumsx, Npyv MAEHTUYHBIX KIMHUYECKUX U MOPMONOrMyeckux veprax, KIeTKM Onyxonun UMeroT
EBV+CD56- WMMyHOMEHOTMN UUTOTOKCMYeckMX T-nuMdoumtoB. [MporHo3 3aboneBaHus npu
3KCTpaHa3a/ibHOM JIOKanM3aumMmn 3HauntenbHo xyxe (5-netHsis OB 9%, Toraa Kak npu HasanbHON
42%). 3aboneBaHne nMmeet HanbonbLlee pacnpocTpaHeHne B cTpaHax danbHero Boctoka. MporHo3
MOXET ObITb Pa3fIMYHbIM B 3aBUCMMOCTW OT PacoBOM MPUHAANEXHOCTU. Tak cpean WTanbsHUEB
€BPONENCKOro npomncxoxaeHust naumeHTbl ¢ NK/T-kneToyHou nuMd@oMoKn, HasanbHoro Tuna 5-
neTHsAs obuwasa BbDKMBAEMOCTb COCTaBNSET TONbKO 17% C yyeTOM TOro, 4TO MOAaBnsoLlee
60nbWMHCTBO CrlydaeB (88%) 6bn0 NpeacTaBneHo HasanbHOM nokanusaumen (L. Pagano).
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JleueHue

BonbWMHCTBO BapuaHTOB nepudepnyecknx T-KNETOYHbIX MM@OM MMEKT MAIOXOW MNPOrHO3.
MNatuneTHsas obwas BbhkuBaemocTb (OB) ana MTKJTH, AUJT v ansa Bcex TMNoB NK/T-KNeTO4YHbIX
nmdomM coctasnsieT 32%. Y 60nbWINMHCTBA NauMeHTOoB, 3a ucknodeHnem AKKJ1 ALK+, nobaeneHue
B CXEMYy JIeYeHUs! aHTPAUMKIIMHOB He B/IMSET Ha BbDKMBAEMOCTb, Mo3ToMy cxemy CHOP Henb3s
paccMaTpvBaTb KaK «30/10TOM CTaHAApT» Tepanuu. MHOrMMM WCCNeaoBaTENbCKMMKU  FpynnaMm
npeanpUHUManUCb NOMbITKU MHTEHCdUKaumm nedenns. Tak nccnepgosatensmm us M.D. Anderson
Cancer Center cpaBHMBanucb pe3ynbTatbl Tepanun CHOP n 6onee WHTEHCUMBHBIX PEXUMOB
(HyperCVAD, HyperCHOP, ASHOP, M-BACOS, MINE). MNMoaaBnsitowiee 60MbLUNHCTBO BO/MbHLIX B 3TOWM
nonynaunm 6bI10 nNpeacTaBfeHo Haubonee pacnpocTpaHeHHbIMM BapuaHTammn TTKJT: TTKJIH,
AKKJ1, AW, CywecTBeHHbIX pa3nnmumin B 3-neTHein OB mMexay ABYMSI FpynmnaMu MnoslydyeHo He 6biio
(62% CHOP 1 56% WHTEHCMBHbIE pexuMmsbl). UcknoveHne n3 aHanmsa nauneHtoB ¢ AJTIK+AKKJ]
(T.e. 6naronpusTHLIM NPOrHO30M), TaKXe He 0BHapyXXnno NpeMMyLLecTB MHTEHCMBHOMO fleyeHus (
3-net OB 43% CHOP 1 49% WHTEHCUBHbIE PEXMMbI). MPOLIEHT MOMHbLIX PEMUCCUIA B ABYX rpynnax
6bIn NpakTMyeckn ognHakosbIM (58% n 59%, COOTBETCTBEHHO).

Wctopua neuvenuns anddy3Hon B-kNeTOUYHON KpynHOKMETOYHOM NMMOMbI TakXe BKJOYana
3Tan  WHTeHcudbuKauum  xumuotepanun. B 601AbWIMX  KOHTPONMPYyeMbIX  UCCef0oBaHUSX
NpenMyLLeCcTBO 60/1ee MHTEHCMBHBLIX PEXMMOB He 6bino Aoka3aHo. CylecTBEHHbIN nporpecc 6bin
AOCTUIHYT TOSIbKO C MOSIB/IEHMEM W BKIIKOYEHMEM B CXeMbl Tepanun putykcnuMaba. B nevenunn MNTKJT
TaKXXe aKTUBHO MCNbITbIBAKOTCS MOHOK/IOHAsbHbIE aHTUTeNa, B YaCTHOCTW, anemTy3ymab (aHTu
CD52). OpHako B  NPOTMBOMOMOXHOCTb  PUTYKCMMaby  MCnonb3oBaHME  anemTy3yMaba
OrpaHNYMBAETCS €ro BblPAXXEHHBIM MMMYHOCYMNPECCUBHBIM AENCTBMEM U YaCTbIMU MHMEKLMOHHLIMU
OCNOXHeHUsIMU. UTanbsHckon rpynnon GITIL 6bi10 NpoBeAEHO NPOCMEKTUBHOE MHOMOLEHTPOBOE
nccneposaHne (6e3  yyeta akcnpeccun CD52), B KOTOpPOM CpaBHMBanacb CraHAapTHast
xummoTtepanus CHOP-21 n CHOP-21+aneMTy3ymMab y nepBuyHbIX 60nbHbIX [TTKJ1. Bcero Bkto4eHo
24 naumeHTa. Y 17 n3 24-x (71%) poCcTurHyTa nosiHas pemMuccus. 2-netHss obwas BbKMBAaEMOCTb
coctaBuna 53%. Cneagyet OTMETUTb, YTO B aHA/IM3MPYEMOM MONYNSUMMN TONbKO 9 M3 24-X 60/bHbIX
nMenn 3 unu 4 HebnaronpusaTHbIX MPOrHOCTUYECKUX (akTopoB B cootBeTcTBUM ¢ MIMN. CnekTtp
NH(EKUMOHHBIX OCNOXHEHWI BKtoYan CMV peakTuBaumio, peaktueauumio J-C BUpYyca, acneprunnes,
CTacUMOKOKKOBbIM cencuc. B ronnaHackom wuccnepoBaHnn HOVON-69 Tepanuio nonydanu 20
nauneHtoB ¢ MNTKJ1 B 6onee uHTeHcnmBHOM pexume: CHOP-14 npotue CHOP-14+anemTy3ymab.
O6wwin otBeT coctaBun 85% (12 nonHbIx pemuccuin). MeamaHa 6ecnporpeccMBHON BbKMBAEMOCTY
20 mec, MegmaHa OB 23 mec. Y 7 u3 20-TM 60nbHbIX KOHCTaTMpoBaHa CMV peaktmsaums (y 1
6onbHOro passwunocb CMV 3aboneBaHue). [ocnuTanusauust MO MNpPUYMHE HEWTPOMeHUMM 6bina
Heobxoamnma 8-Mm 60nbHbIM. OanMH 60MbHOM YMep B MOMIHOW peMuccumn 4yepe3 5 MecsiueB nocne
3aBEPLLEHNS NEYEHNS U3-3@ OC/TIOXKHEHHOM CEMNCUCOM repnecBMPYCHON MHMEKUMK. Y 3-X NaumneHToB
pa3Bunock EBV-accoummnpoBaHHoe numMdonponudepaTMBHoe 3aboneBHue. 3agadeit nocieayroLwmx
NCCNefoBaHWM € UCMONb30BaHMEM aneMTy3yMaba SBNSiETCa  AOCTMKeHue 6GanaHca mexay
3(PPEKTUBHOCTBIO M TOKCUYHOCTLIO. KpoMe Toro, B uccneaoBaHusiXx AO/MKeH 6biTb npeaycMoTpeH
aHanu3 akcnpeccun CD52 aHTUreHa KeTKkamu Onyxosu.

Ha pa3nuMyHbiXx 3Tanax KAMHUYECKMX WCCNeAOBaHUA HaxoasTca M Apyrue  6Monormyecku
aKTUBHbIE MpenapaTtbl KOMBUHaums koTopbix ¢ CHOP conpsikeHa C MeHee BblpaXKEHHON MUENO-U
MMMyHOCynpeccmen.  lonyyeHbl  npeaBapuTesibHble  pe3ynbTathl  II a3kl KAMHUMYECKOro
nccneaoBaHns npenapata AeHunenkuH ancdutokc+CHOP y nepBuyHbIX 60nbHbLIX ¢ MTKJT. O6wmii
otBeT coctasnn 90%, Npyv 3TOM TOKCMYHOCTb 3HAYMMO He OT/iMyanacb OT rpynmnbl NauMeHToB
nonyyaswmnx Tonbko CHOP. B HacTosiee BpeMs NpoBoasTcs mccnenoBaHus komMbuHaumm CHOP c
APYrMMW MOHOKJ/TOHAJTbHBIMW aHTUTENaMM:

¢ 3aHoNMMyMab (aHTK-CD4)

MaTtepuanbl canta www.doctor.lymphoma.ru CTpaHuua - 8 -



e cunnusymab (aHtn-CD2)
e SGN-30, MDX-060 (aHTK-CD30)
Apyrne HoBbie npenapartel B 1e4eHnn NTKJL.

MpanaTtpekcart (PDX) — HOBbIi aHTUMeTabonuT (aHanor MeToTpekcaTta), obnaaaowmin bonbluen
CNOCOBHOCTbIO MPOHMKATb B KAETKM OMyxonu. IToT 3ddekT aocturaetcs 6onee BblICOKUM
cpoactBoM k RFC-1 (reduced folate carrier) peuenTtopy, KOTOPbI 3KCNPECCMPYETCS B OCHOBHOM Ha
mMeMmbpaHe 3MOpUOHANbHBIX W OMNYXONEBbIX KIETOK. HakonneHve npenapata BHYTPU KIETKM
obecneunBaeTcs Takxke npeBpalleHneM npanaTpekcata B ¢hopMy nonuraytamarta, Yto 3ameansier
ero BbiBeaeHue. TokcMyeckoe  fAeicTBME  npenapaTa  OrpaHUMYMBAETC B OCHOBHOM
TpoMbouUTONEHMEN M CTOMATUTOM. [posIBNEHUS CTOMaTMTa MUHMMAsbHbI, €CiM npanaTpekcaT
NMPUMEHSIETCS OAHOBPEMEHHO C (DONMEBON KUCIOTON M BUTaMmMHOM B12. B nccnegosanme II ¢asbl -
PROPEL (O Connor) BktoyeHo 115 60MbHbIX C peumavBaMy M pe3uncteHTHbiMM MTKJ1, koTopble
nonyyanu paHee He MeHee 3-X NMHUA Tepanuu. [penapaT Ha3Hadanca B aose 30 Mmr/M/kB
BHYTPUBEHHO OAMH pa3 B Hegento (6-7 Heaenb). Ha HacTtoswmii MOMEHT aHanu3 NpoBeaeH y 65
naumeHToB. O6wwuii oTBeT coctaBmn 29% (19 6onbHbIX), NONHas peMuccus AocTurHyTa B 11% (7
60/1bHbIX) Cny4Yaes.

Mpn pesnCTeHTHbIX T-KNETOYHbIX NMMdoMax Koxu (Horwitz) obwmii oTBeT AOCTUrHYT B 53%
cnyyaeB. BakHO oTMeTUTb, YTO 3HEKTUBHOCTL Mpenapara COXPAHSETCS U MpU MCNOSb30BaHWUM
MeHbwnx A03 (15 Mr/M/KB), UYTO 3HAUUTENBHO CHWXAET YaCTOTY U BbIPAXXEHHOCTb MOB6OYHbIX
3hheKToB. ITO 0BCTOATENLCTBO KpalHE BaXXHO MpW NPOBEAEHMN NOAAEPXKMBAIOLLEN TEpanuu.

Ha cTaguv AOKNMHUYECKMX UCCNEAOBAHUIA MOKa3aH CMHEPru3M npanaTpekcaTta U reMumTtabuHa. B
HacTosiLLiee BpeMsi NPOBOAATCS uccneaoBaHus I dasbl.

NHrmbutopbl ructoHoBoi aeauetwnasbl, HDAC- 6510KMpYtOT (epMEHTbI  perynupytome
aueTUIMpoBaHME TUCTOHOB — 6€enKkoB BXOASWMX B COCTaB HyKNeocoM. K HMM OTHOCATCS:

BOPMHOCTAT, NAHOBUHOCTAT, pOMUAENCUH U Apyrue npenapaTbl, pa3paboTka KOTOPbIX HAXOAUTCS Ha
JAOK/TMHMYECKOM 3Tane. BONbLUMHCTBO KIMHUYECKUX MCCNeAoBaHUA NMPOBOANUTCS MPU KOXHbIX T-
KNeTouHblx numdomax, rae 3TW npenapaTtbl MOKa3blBalOT BbICOKYD 3HEKTUBHOCTb Npu
pEe3NCTEHTHbIX hopMax. B Tabnuue 4 npuBeaeHbl pe3ynbTaThl ABYX KIMHUYECKUX UCCeaoBaHmi 11
asbl AEMOHCTPUPYIOLWNX CPAaBHUMYIO 3(PMEKTUBHOCTb POMUAENCUHA MPU PE3UCTEHTHBIX KOXHbIX T-
KNEeTOYHbIX MMPoMaXx.

Ta6bnuua 4. 3¢ cheKTUBHOCTL poMUAencuHa npu T-KNETOYHbIX IMM(pOMaXx KOXXM!.

ABTOp Y. Kim S. Bates
N 60nbHbIX 72 71
O6wwi oteet (MP+4P) 42% 35%
MNMonHas pemuccns 6(8%) 4(6%)
YactrmyHaa peMmmccuns 24(33%) 21(30%)
Crabununzaumnsi>90 gHew 26(36%) 18(27%)
OB KOHTPONb 56(78%) 44(63%)
3abonesanns (MP+4P+Crab)

MeavaHa 9 mec. 11 mec.
NPOAO/HKUTENBHOCTM OTBETA
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