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B onyGimMkoBaHHO# HEAABHO IIEPSCMOTPEHHOI Kiac-
cudrkarmy BceMUpHO# OpraHM3alMK 30PABOOXPAHEHUS
(BO3) 2016 r. onyxoneit mamdonmHoii Tkanu [ 1] mmo cpas-
HEHHIO C IIpeabIIymICH [2] mpeacTaBieHE HOBBIE MaTe-
PHMANIHI, KACAIOLIUECS MPUHITAIIOB BHIICICHUS KIMHITIC-
CKM 3HaYMMEBIX (GOpPM M BapMAHTOB JTMM(OUIHEIX HOBO-
00pa3oBaHMIA.

CaeaeHms1 0 MOPOTUCTOXMMITIECKIX M MOTIEKYIISIPHO-
TeHETHYIECKUX MPU3HAKAX OIyXoJieil B-KireToqHoro mpo-
HMCXOXACHUS, CTIOCO0aX HX KATETOPU3AITMH OLLTH IpUBC-
JICHBI HAMH paHee.

B nmanHoi#4 crathe MBI TTIOCTapacMcs Ooree momIpoOHO
OCBETUTHh HEKOTODHIE BOITPOCHI, KACAIOMIHECS 3TOKAYEC-
CTBEHHBIX IPOLIECCOB, B OCHOBE PA3BUTHS KOTOPHIX JICKUT
tpaHcdopmarmsa T-mmmvdormros, EK-ki1eTok, rucrior-
TOB Y IEHAPUTHBIX KJIETOK (Tabu. 1).

B mocegnye romel B M3ydeHNH HOAATEHEIX M 9KCTpa-
HOTATHHBIX T-KIETOYHBIX JTMM(bOM ¥ HOBOOOpa3oBaHMIA
M3 KJIeTOK-ecTecTBeHHBbIX KiwiepoB (EK) nocTurHyT 3Ha-
YUTEIBHEI TIporpecc. MHOIHME M3MEHEHHS, CBSI3aHHBIE
C TTOSTRJICHUEM HOBEIX ITPEABAPUTENIEHEIX (POpM, 00YCITOB-
JIEHBI Pe3yIIETaTAMM TEHETHIECKUX H MOJIEKYJISIPHO-TEHe -
TUYECKUX UCCIICIOBAHMN.

T-KNETO4YHbIE MTMM®OMbI
JIMM®ATUYECKUX Y310B:
AHTMOUMMYHOEBJIACTHAA T-KNETOYHAR
JIMM@OMA, ®OJUTUKYIIAPHAS
T-KNETOYHAS TIMMDOMA

U NEPUDEPUHECKAR T-IKJTETOYHASRA
JIMMDOMA HEYTOYHEHHASR

B xnaccudukainm BO3 2016 r. Halum orpaskeHue HO-
BbI€ TAHHBIC, KACAIOMTHECSA HONATbHBIX ITepUdepiuecKux
T-xerounsx uMpom (ITTKIT). [Ipy reHeTHYECKOM aHa-
JIM3€ IIOBTOPSIIOLIMECS MyTALIMY OBUTH BBISIBJICHE] B 3HAYM-
TEJIHHOM YACTH CITyJaeB TAKKe IIPH AHTHOMMMYHOOIACT-
Hoit T-xierouroii mmvbome (ATKIT). Baxio, 910 MHOTHE
M3 TIOIOOHBIX Xe TEHETHIECKUX N3MEHEHHI BEISIBIICHDBI
y 6omsHBIX ¢ ITTKJI HeyrounenHoit (H), mpu Kotopoit
HEOILUIACTHIECKHE KIIETKU UMEIOT (eHOTUTT T-KIIeTOK-

KJTIACCUDPUKALIUA BO3
HOBOOBPA30BAHUN

U3 SPEJILIX T-JIMMOOLIUTOB,
EK-KJIETOK, TMCTUOLIUTOB
UIOEHOAPUTHbDBIX KJIETOK
(nepecmotp 2016 r.)

B knaccughuxayuu Becemupnoii opeanuszayuu 30paeooxpanenun 2016 2. npuee-
OeHbi HeKOmOopbie YMOUHERUS OmHocumensho onpedenenus T- u EK-xaemounoix
H06000pa3oeanuii. OCHOBHbIC UIMEHEHUA AGAAIOMCS PE3YALMAMOM 2eHemu4e-
cKux uccaedosanuii. Onyxoau u3 2ucmuoyuo8 u OeHOpUMHbBIX KAemoK c2pyn-
NUpPoBaHbI ¢ Y4emom QYHKYUOHAAHBIX CEOIICINE UX HOPMAADHBIX AHAA0208.

xeyepoB GowmKynoB (TXD) [3]. I1pu aToM onpenessi-
€TCS SKCIIPECCHs], 110 KpaiHeH Mepe IByX WM TPEX CBSI-
3aHHEBIX ¢ TX® anTureHos, Bkmodast CD279/PD1, CD10,
BCL6, CXCL13,1COS, SAP u CCRS5. Yka3aHHEIA (eHO-
THIT, KAK YCTAHOBJICHO, OIIPEAENSCTCS ITPH (hOJLTHKYJISP-
Hot T-xnerounoit mimdome (OTKIT) u ATKII. K guc-
JIy 9THX HOBOOOPA30BAHMIA JODXKHA OBITh TAKXKE OTHECE-
Ha nogamsaas ITTKJI ¢ denorimom TX®D, mis koropoit
XapaKTepHHI ITOBTOPAIONTHEC aHOMATWU reHoB TET2,
IDH2, DNMT3A, RHOAn Mytaiu CD28, a Takke HaHM -
gye CJIMTHEIX TeHOB I TK-SYKwm CTLA4-CDS. Yxa3aH-
HBIE TTOBPESXKIEHUST MOTYT JIEXATh B OCHOBE IMPOLIECCa TAM-
doMoreHe3a 1 OBITh MULIICHBIO IS TAPTETHOM TEPAITHMU,

ATKJI u ®TKJI, kpome Heortactuyeckux TXD-
KJIETOK, MOTYT COIEPXATh B-KIIETOMHEIEC QIIACTBI, YACTO BH-
pyc 3mirreitna — bapp-nonoxurensaeie (BOb*). BHeko-
TOPBIX CITYJASIX ATUITHICCKHE B-KeTOYHBIE OIACTHI MOTYT
CUMYIIMPOBATH KIIETKM XOKKIHA Wi Pun — IItepHOep-
Ta, 9TO BEIIET K OIMMMOOTHOMY TMATHOGY KJIACCHIECKOM JTHM-
coMu1 XomxkuHa [4, 5]. BiepecMoTpeHHO# KItaccuiKa-
1M BO3 ¢ y9eTOM KITMHW9eCKWX M ITATOTUCTOIOTMYECKUX
PAIAIMIL TIPEACTABTICHR 00¢ HO30JIOTHICCKIE (hOPMEL.
®TKII 6osee 4acTO BRISBIITIOT B BHAE JIOKATM30BAHHO-
TO TIPOLIECCA C HEMHOTMMUM CHCTEMHBIMHM CUMITTOMAMH,

B onyxonsix, 0THeCEHHRIX K KaTeropiy nepudgeprue-
ckux T-knerounnix ;mmdom Heyrounennnix (ITTKII, H),
BBISIB/ISTIOT UPE3BbIYAHHYIO LIMTOJIOTMYECKYIO H DEHOTH-
IIMYECKYIO TeTEPOreHHOCTh. AHaII3 372 06pasIioB KJIETOK
kpuokoncepsupoBaHHEIX ITTKJI, H mosBomir uaeHTH-
(ULIMPOBATH IT0 KpaiiHeN Mepe 3 MOATHTIA, XAPAKTEPU3Y-
IONMXCS THIICPIKCIIpeccueii reHoB GATA3, TBX21, 1m-
TOTOKCHYECKHX I€HOB M COOTBETCTBYIOLIMX MapKEpOB,
BBISIBJIICMBIX TP MCIIOIB30BAHHH MMMYHOTMCTOXMMH-
9eCKHX METOJOB [6]. Yka3aHHbIE KATETOpUH aCCOLIMKPY-
IOTCA ¢ PAa3IMYHBIMM ITPOSBJICHISIMHU M peaKLMed Ha Te-
paro. Meronmmii HanOoiee HeGIATOIPHSTHEI ITpo-
THO3 oaTHIT GA TA3, IIp1 KOTOPOM OIIpEIEIISTIOT BRICOKIE
YPOBHHM ITMTOKMHOB Th2, MOXeET ORITh YETKO HIEHTUDH-
IIMPOBAH IIPH MMMYHOTHCTOXHMHUYIECKOM MCCIIEIOBAHIH.
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TaGnuua 1
Knaccuduxauus BO3 (2016) HoBoobpasoBaHuii H3 3penbix

T-numdouuron, EK-kneTok, rHCTHOLMTOB U AGHAPHUTHDIX KNETOK
HoerooOpasosanus u3 T-numdounTos  EK-knetox
T-kneTouHbli NponMMQoLMTapHLIA Neiiko3 (T-MJT)
T-kneTo4HbIA TMMPOneiikos U3 6oNbLIMX rpaHynocoaepXalLMx IMMAOLMTOR
Xponwieckumid num@onponndeparvsHbii npolecc n3 EK-xrerox
ArpeccueHblii EK-kneTo4Hblid neiiko3
CucremHas Bupyc SnuwrteiiHa — Bapp-nonoxurenshas (B36*) T-kneTouHas
nuMdoMa AeTcKoro Boapacra™
JumdonponudepatveHLIi NpoLecc, NoAoGHLIA CBETOBOI ocne*
T-kneTouHbIi neikos/numdomMa BIpoCbIX
OxkcTpaHoaanbHas EK-/T-kneto4Has numcdoma HasanbHoro Tvna
T-knetouHas nMMQoMa, acCOLUMPOBAHHAA C BHTEpONaTHel
MoHomopdHas anuTenuoTponHas T-kneto4Has uMdoma KuwedHuka™
Banotexyimii T-KneToHbIA THMPONPOTHGEPaTUBHLIA NPOLIECC XNy [0YHO-
KHLIEYHOrO TpaKkTa™
l'enarocnnenuyeckas T-kneTouHas numdoma
MNopxoxHasi naHHMkynuTonogoGHas T-kneto4Has iuMdboma
puGOBUAHDIA MMKO3
Cungpom Cézapu
NepauyHbie CD30* T-kneTo4Hble nuMdbonponudepaTMBHLIE NOPaXEHUS KOXH

JumdomaTonaHblii nanynes
lMepBuyHas aHannacTUyeckas KpYMHOKNETO4YHas TUMbOMA KOXH

MNepeuyHan koxHas YO T-kneTouHas numMdboMa Koxu
epsuyHasn koxHas CD8 arpeccHBHas INuAEPMOTDOMHAS THMGOMA H3 LiH-
TOTOKCHYECKHX T-KNETOK
TepsuiHan koxrias CD8' T-knetoyHan nuMpoMa*™
MepeuuHoe immdonponudepatMeHOe NopaxeHue Koxu ua CD4* Manbix/
cpeaHux T-numdoLMTOR
MNepudepuueckan T-kneto4Has NMMGOMA, HEYTOYHEeHHas
AHrvoummyHobnacTHas T-kneTouHas iumdoma
DonnuxynapHas T-kneToyHas nuMpoma™
T-kneTouHan TMMGOoMa NePUGEPHIECKHX Y3noB ¢ GeHOTHIIOM T-KneToK-
Xennepos gonmuxynos (TX®)
Anannactuueckasi KpyrHokneTouHas niumgoma, ALK*
AHannacTMyeckas KpynHoknetouHas numdoma, ALK
Anannacruieckas KDYNHOKNETOYHAs TMMGOMA, aCCOLMMPOBAHHARA C HMITTaH-
TaTOM B MOJIOYHOHA Xenese™
HoBoo6pa30BaHHA W3 THCTUOLMTOB M ACHAPHTHBIX KJIETOK
TMcTMOUMTapHan capkoma
TucTMoumTO3 M3 Knetok JlaHrepraxca
Capkoma U3 knetok JlaHreprauca
Onyxonb 13 LEHAPUTHDLIX KINETOK HEONPEAENEHHOro THNa
Capkoma U3 MHTEPAUTMTHPYIOLLMX AEHADHUTHLIX KNETOK
Capkoma U3 GONNMKYNSAPHLIX AEHAPUTHLIX KNETOK
Onyxonb 13 GpubpobnacTMyeckmx PeTUKYNSIPHLIX KINETOK
[vcceMMHMPOBAHHAS KOBEHWIIbHAS KCAHTOrPaHyneMa
Boneab Spareiima — Yectepa*

KypcuBoM BuieneHbl NpenBapuTenbHbie HO3010rHyeckue GopMbl.
*WUamMeHeHns no cpaBHEHHIO ¢ knaccndukaumeid BO3 2008 r.

HUccneposamua ITTKJI, H, no3BommBImMe HaeHTH-
bHLMpPOBaTh MyTAllUH 3MHUTCHETHYCCKIX MEIHATOPOB
(KMT2D (MLL2), TET2, KDM6A, ARIDIB, DNMT3A,
CREBBP, MLL u ARID2), reHOB, y9aCTBYIOIIMX B CHUT-
HabHEIX TyTX ( TNFAIP3, APC, CHDS, ZAP70, NF1,
TNFRSFI14, TRAF3), 1 TeHOB-CYIIPECCOPOB OITyXOJIEi
(TP53, FOXO1, BCORLI1, ATM) [7], MOTYT IpUBECTH
K JaJTbHEUTIEMY YTOYHEHHIO KIACCUPHKAIINA JaHHOM
KATErOpHH JTMM(POM M OBITh MCIIOJL30BAHHEIMH B Ka-
YeCTBE HOBOM MHIIICHM JIUIS TEPATIHH.

AHAMNACTUMECKMUE
KPYNHOKNETOMHBIE TUMDOMbI:

ALK", ALK" U ACCOLIMMPOBAHHDIE

C UMMNJIAHTATOM B MOJIOYHOW XENE3E

Pe3yabTaThl BHITIOJHEHHEIX B IIOCJIETHHAE TOIbBI pa-
60T CITOCOOCTBOBAIM YCTAHOBJICHHIO PA3TUIHil MEXTY
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ITTKJ, H ¢ BeicoKoOi1 3kcnipeccueii antureHa CD30
1 ALK~ aHamnjiacTHYeCKO KpyImHOKIETOUYHO JTUM-
domoii (AKKII), uMelomeii Hamxyammuit mporHo3s [8].
B xnaccudukanmu 2008 r. Beaensuin kak ALK*, Tak
u ALK~ AKKIJI, npu stom ALK~ AKKIJI cuuranace
TpeaBapuTEIbHOM (OPMOIii B CBA3H C TEM, UTO KPHTE-
puH, o3sojaonye oraunIuTh ALK~ AKKJI ot CD30*
ITTKJI, H, 6put1 HecoBepIicHHEIMK. B HacTosmniee Bpe-
M pa3paboTaHEI 00J1ee HAICKHBIC KPUTCPHH 11 BRIIC-
nmernst ALK~ AKKJI B exxemHEBHOI IIPAKTHYECKOIM pa-
6ote, 1 3Ta hopmMa TuMboM DoJiee He CUMTACTCSA Ipel-
BapuTeLHOH [9].

Ormeuaior cxonactBo ALK~ AKKIT u ALK AKKII
H UX OTaH4MA ot apyrux ¢opm T-/EK-KireTouHBIX
aiMboM. B xirerkax ALK~ AKKJI BHISIBIIEHO CIIMSI-
HUE reHOB KWHA3, 9TO BeICT K akTuBauuu JAK/STAT3
curHajbHbiX myTei. He Bce ALK~ AKKJI umeror ogu-
HakoBoe cTpocHue. IToaTun ¢ mepecTpoiikoii B JIOKy-
ce, conepxarnem DUSP22u IRF4Ha XxpoMocoMe 6p25,
TIpeACTABJISICTCA OTHOCUTEIBFHO MOHOMOpGHBIM. Kak
TIpaBIJIO, HEOIUIACTUYECKHUE KIIETKH HE COoJepXaT
LIATOTOKCHYECKHUX IPaHy]a B LuToILiasMe. IlporHos
IIpH 3TOM OTHOCHTEJILHO OJaronpuATHBINA. B TO Xe
BpeMsi TedeHHe 3a001eBaHIsA TPH OoJiee peIKOM IO~
TUIIE ¢ TIepecTpoiikoit TPS53 siBnsieTcs KpaifHe arpec-
cuBHBIM [10]. AHTEpECHO, YTO TOTOOHAS Xe mepe-
CTPOIKa y 6p25 HabGIIOOAETCSA TIPH OMHOM U3 ITOATH-
noB JuMdomatouaHoro namyiesa (JITT) 1 nepBuaHoit
AKKIJT koxwu [11]. JITT sBasiercst KITUHUYECKA HEOM-
HOPOIHBIM IIPOLIECCOM, B COCTABE KOTOPOTO B ITOCIICH -
HHE TOABI OITMCAH P HOBBIX KITHHUKO-TTATOJIOTHYE-
ckux BapuaHToB. B kimaccudukauuun BO3 Bemens-
0T OPMTWHAJIBHEIC BAPHAHTHI 320071¢BaHKS (THIIRI A,
B u C), a Takxe HeTaBHO OITMCAHHBIC THIIHI D (Hamo-
MMHAIOIIHI arpeCCHBHYIO IIEPBHYHYIO KOXHYIO SITH-
JIepMOTPOITHYI0 TUMbOoMyY U3 IrToTOKCHIeckux CD8*
T-knerox) [12], E (aurmounBazusHsrit), JITT ¢ mepe-
CTPOMKOIT XxpoMOCOMBI 6p25 [11] 1 HEKOTOPEIE PEIKHE
BapHaHTHL. BEIeeHue 5THX BAPHAHTOB IIPECTABIISA-
€TCs BAXHBIM, TaK KaK ITPH THCTOJIOTHYECKOM HCCIIe-
IOBAaHMM OHM MOTYT ORITh CXOMHBIMH C APYTHMH Kpaii-
HE arpecCHBHBIMU dopMaMu T-KIETOUHBIX TUMPOM.

B mocaegHee BpeMs Bce damie MACHTHOHIUPY-
10T onucaHHylo B 1997 r. yHukansHylo dopmy ALK~
AKKII, accounupoBaHHYIO ¢ HATMYHEM MMILIAHTATOB
B MoJ109HO# Xxeine3e [13]. Bo3uukawT 3ti TuM$pOMEI
B cpeaHeM uepe3 10 et mociae onepanuu. Xapakre-
PH3YIOTCS HATHIHEM HEOILIACTHICCKHX KJIETOK B Ha-
KaIUIMBAIOMECHCS XUIKOCTH M OTCYTCTBUEM MHBA3MH
KaIICyJIbI.

JIAMDOMBbI U NEWKO3bI
W3 UUTOTOKCUYECKWUX T-KNETOK

JInMpoMmsl 1 s1eiiko3sI 13 3pebix T- 1 EK-xieTox,
9KCIpecCUPYIOLIHe T-KIETOYHBIE MOJICKYJIHI, TIPS -
CTaBJISIIOT T€TEPOTCHHYIO TPYIIITY 3a00JIEBAHHUIM C Ba-
PBHUPYIONTHMH KITMHHYECKHM TeYeHHEM U IIPOTHO30M
[14, 15]. B orauume ot AKKJI onu npencraBicHE
9KCTPAaHONAJIbHBIMH IIOPAXCHUSAMH IH SABJISIOT-



Csl CHCTEMHBIMH TIPOLIECCAMU C BOBJICUEHUEM Meye-
HHU, CEJIC3EHKHU U KOCTHOIO Mo3ra. B nmepecMoTpeH-
Hoii kinaccudukaiumn BO3 2016 r. Harmuii orpaxeHue
HEeKOTOpbie HOBHIE JaHHbIE, Kacaloluecs OTaeb-
HBIX (hopM 3a00IeBaHUIA, B YACTHOCTH BAJIOTEKYIIE-
ro T-gnerounoro Jamd¢ponpoand)epaTHBHOrO mpouec-
€2 XKeJIy09H0-KHIIEYHOT0 TPAKTA H NMEPBHIHOMN KOXK-
Hoii nepadepnveckoii akpaasnoii CD8" T-knerouHoi
JaM¢OMBI, BHIEISICMBIX B KAUECTBE IPEIBAPUTEIb-
HBIX HO30J0ruYecKux ¢opm [14]. Oba Tuna auM-
(oM SBIAIOTCA KIOHATLHBIMHU IIPOLIECCAMM, COCTO-
amuMu 13 CD8* KIeTOK, HMEIOIMMH, KaK IIPAaBHIIO,
nHpoyieHTHoe TeucHue. Cpemu T-KIeTOUYHBIX OITyX0-
JIeH KOXH MCKITIOYCHHEM SIBJISIIOTCS YO T-KiieTo9HbIE
TMM(OOMBI, XapaKTepU3YIONTHeCs 60JIee arpeCCHBHBIM
TeueHHeM [15].

B nocnenrue rogpl mpu T- u EK-KieToYHBIX JTHM-
¢doMax OBUTH MACHTHU(DHIITMPOBAHBI IIOBTOPAIOITHECS
MyTauuu reHoB JAK/STAT curHadbHEBIX ITyTeil, TIoa-
YepKUBAIONIME TIepeKpPhIBAIONIHECS GHOTOrHYecKHe
CBOMCTBa 3THX THIIOB omyxoreit [16]. TIpu neitkoszax
M3 OOMBIIMX IPaHyJIOCOICPKAIIMX JIMM(OIMTOB KakK T-,
tak 1 EK-KjieTouHoro mpoMcxXoxXaeHus: 9acTO BCTpe-
qatorcsa MyTauu STAT3 [16]. Bonee penxo ornpemesns-
1o1csa MytauMu STATSB, accolMUPYIONINECS ¢ arpec-
CHBHBIM KJIMHMYCCKUM TEUCHHMEM 3abojieBaHus [17].
TTosTropsiommecs Myrautuu STATS5SB U MeHee JacThie
STAT3 BoisiBstior ipu Y& T-xieTouHoM renarocruie-
Hugeckoi mumdpome [18] u nepBuaHoit T-KieTouHOM
mimMbome koxu [19]. Kpome Toro, myraumu STATSB
ompenenstioT B 36% T-KiIeToOYHRIX TUMMOM, accoIu-
HMpOBaHHEIX ¢ SHTepomnarueit (TJIAD) 11 Tuna, Bo3HM-
Karonmx u3 yd T-KieTok.

B noBoii x1accudpuxkamuu BO3 2016 r. npusene-
HbI U3MEHEHMS B KaTeropu3aluu T-KIeTOYHBIX TUM-
¢oM KuIleYyHHKa. B 9aCTHOCTH, IIOATBEPXKACHO CY-
mecTBoBaHMe IByX THIIOB TJIAD [20]. B HacTosimice
BpeM: oITyXoJiu 1 THIa ¢ NOJIMMOPGHBIM KJIETOYHBIM
coctaBoM 0003HavawTca Kak TJIAD, TecHO cBsizaH-
HBIE ¢ LeJIHaKue U HabmoaanlnHecs NpeuMyIne-
CTBCHHO Y XMTeJIei cTpaH Ha ceBepe EBpomel. Yio-
muHapiuecs soiie TJIAD II Tuma, 4acToTa KOTOPBIX
BBIIIIE B CTpaHaxX A3MH, B HacTosIee BpeMs popMaib-
HO 0603HAYaI0T KaK MOHOMOpPGHEIE SITUTSIUOTPOII-
Hble T-KJIeTOYHbIC TUMGOMBI KUIIICYHUKA, TIPH KOTO-
PHIX HE OTMEYAIOT CBSI3M C LieMakuei. OHM COCTOST
n3 MoHoMopdHBEIX CD8* u CD56* xireTok. Y 60b-
IMHHCTBA OOJBHBIX QHKCHPYIOT aHOMAJIUHA XPOMOCOM
8q24 ¢ BomneueHneM reHa MYC [21]. Kak npaBwio,
OITYXOJIM 3TOTO THIIA BOSHHKAIOT U3 YO T-KJIeTOK ¢ My-
TauuaMu STATBS.

HMcKIounTeIbHO peIKO TUATHOCTUPYIOT JTUM(O-
MBI, B KOTOPBIX OTMEYaeTcsl OTpUIIATe/IbHASI PeaKIvst
npu BHsABIeHUH T-xierounoro peuentopa (TCR)
win skcnpeccupyercs afj TCR [22].

T-KNETOYHBIE TUMPOMb] KOXXHW

Ilepprunoe aumM¢onposmdepaTHBHOE MOPAKEHHE
Koxu u3 CD4* Mannix/cpenanx T-1amdounToB OEUTO

BKJIIOYEHO B Ka4eCTBE TIPeIBAPUTEIILHOM HO30JIOTH-
gecKoil popMel B xiraccudukamuo BO3 2008 r. [2].
B nocnenyrolieM B cepuH UCCIeT0BAHU GBELTH YTOY -
HEHBI KJIETOYHOE MTPOMCXOXICHHE U KITHHWIECKOE Te-
YeHHE JAHHOI'0 IMAaTOJIOTMYECKOro mpouecca. Kier-
Ku nMmeloT peHotun TXMD, Ho He comepXaT MyTalLl|iA,
onpenessronuxcs npu T-kineTouHo! TUMdoMe Iepu-
depruecKuX TMMGaTHICCKUX Y3/I0B. Y OOJBIIHHCTBA
MallMeHTOB B HAYAJIBHBINA ITePHOJ OTMEYAETCH HATHU-
9qHUe JIOKATbHRIX TIPOSIBIIEHUH 3a60/1eBaHus, MMEoIIIe-
ro HHIoJeHTHoe TeueHMe [23]. [Ipenmonaraercs, 9ro
B OCHOBE Pa3BUTHS ITATOJIOTMYECKOIO IIPOIIECCa JIEXUT
orpaHMYeHHAsI KJIOHAJTBHAS peaKiys Ha AeiicTBHE He-
M3BECTHOIO CTUMYJIa, HE COOTBETCTBYIOIIAS KPUTEPH-
SIM 3JIOKAYECTBEHHOT'O IIPOIIECCa.

B3E" T- U EK-KNIETOYHbLIE NTUM®OMbI

BonslimHCTBO OmyXxoJieil JTaHHOrO THIA IIPEI-
cTaBiieHbl 9KcTpaHomadbHHIMU EK-/T-KireTouHbEIMH
TUMPOMaMH HOJAJTBHOIO TUIIA, JIOKATHU3YIOIHMMHUCS
B BEpPXHMX OTHeJax JbIXaTeabHbix myTeit. Ho uMelotcs
H 6osee penkuie BOb T-xirerounbie TMMGOMBI  JICii-
KO3bI ¢ HHBIMH OMOJIOTHYEeCKMMH CBOMCTBAMH W KJTU-
HUYECKUMM NiposBieHusIMH. Haluenmue orpaxeHue
B Ki1accudukauuun BO3 2016 r. onpenensiomuecs
y neteii accoruupoBatHbie ¢ BOb T- n EK-kiretouHbie
nuMdonponudepaTUuBHbIe 3a00TeBaHUS BKIIOYAIOT
JIBE OCHOBHEIC TPYIIITHI: XPOHHYECKYIO AKTHBHYI0 BOB
HAdexumio U cucremuyio BOB* T-knerounyio smmdo-
MY JeTCKOro Bo3pacta [24]. IIpu XxpoHWIeCKOM aKTUB-
"ot BOB unoexiuu T-/EK-kneTouHoro Tuma or-
MEYalOT IIMPOKHII CIEKTP KIHMHHYECKUX IIPOSABIIC-
HUI — OT HHAONEHTHOM!, JIOKATM30BaHHOU!, TOTO0OHOMH
CBETOBOI OcIie, 10 CHCTEMHOM OpMBI, XapaKTepU3y-
IOMIEHCS JIMXOPaAKOM,, HUTMIUEM I'eIIaTOCIICHOMETa-
JIMH M JTUMGAICHONIATHH ¢ KOXHBIMH TTPOSIBJICHUAMH
WK 6e3 HUX [25].

Cucremnass BOb* T-kierounas miMdomMa 1eTCKoro
BO3pacTa HMEET MOJTHUEHOCHOE KIIMHITYECKOE TCUSHHE
M, KaK ITPaBUJIO, ACCOIMUPYETCH C TeMOdarolMTapHEIM
cuHapomoM. JInddeperuinanbHas IMarHOCTUKA MPO-
BOITHUTCS ¢ OCTPbIM BOB-accoriunpoBaHHBIM reModa-
TOLHTaAPHBIM TUM(OTHCTHOIIUTO30M.

Penko BcTpevaromasics NOCTTPAHCILIAHTAIHOH -
Has JmMpomMa T-/EK-kiaeTounoro Tama ¢ mopaxeHneM
JIMMGATHYECKIX Y3JI0B 0e3 MPU3HAKOB HHBA3UH COCY-
OB M HAJIMYMSI 0Y9aroB HEKPO3a IIpeJCTaBIeHa MOHO-
MOpOHBIMHU HEOTUTACTHISCKUMHU KJIETKAMHU, COMIEPXKa-
vy BOB. BrigsasgioT y moneii moXwioro Bo3pacTra,
B IIOCTTPAHCIUIAHTAIIMOHHBIN IIEpUO/T U ITPH JPYTHX Ia-
TOJNOTHIECKUX ITPOLIECCAX, COMTPOBOXIAIOIITUXCS Pa3BH-
THEM HMMyHonedumra [1, 9].

OonyxoJsuv na rucCtTuoLlMTOB
M OEHOPUTHBIX KJNIETOK

Kiaccupukanust 3Toii rpynisl oImyXoJieii He mpe-
Teprieja CyNIeCTBeHHBIX U3MEHEHHH TI0 CPaBHEHHUIO
¢ 2008 r. HononHeHUs] KOCHYJIUCH JIMIITb 00.1e3aM Dp-
reiiMa — Yecrepa, KOTOPYIO CIICAYET OTJIMYATE OT APY-
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rux 3a6oneBaHHUil, BXOASIIMX B CEMEMCTBO TUCCEMH-
HUPOBaHHOH I0BEHWIHEHOI KCaHTOTpaHyIeMH [26].

OnyxoJa4 U3 THCTHOLIMTOB M ICHAPHTHHEIX KJIIETOK
CTpYNIIMpOBaHE BMECTE B OOJIBLICH CTCIIEHU Ha OC-
HOBE (DYHKIHMOHAJbHBIX CBOUCTB MX HOPMaJIbHBIX
aHajoroB (CIOCOOHOCTH K (paroluTo3y U/ Wiy mpe-
3€HTAllM{ AHTUT€HOB), Y4€M KJI€TOYHOTO ITIPOMCXOX-
ICHUsI. BOTPIIMHCTBO U3 HMX BOZHUKAIOT M3 00116~
ro MUCJIOHUIHOIO NPEAIIECTBCHHUKA, HO HEKOTOPHIC
HMEIOT ME3CHXUMAJIbHOE ITPOUCXOXIACHUE (HATIpH-
Mep capKoMa M3 JeHIPHTHHIX KIETOK (DOJLTHKYI0B
H OIYXOJb U3 GUOPOGIACTHIECKUX PETHKYISIPHEIX
KJIETOK).

HccnenoBaHusIMH IOCIEOHUX JIET ITOKA3aHO, UTO,
HE3aBHCHMMO OT MHEJIOHITHOTO WIH ME3eHXUMAIbHO-
ro MPOMCXOXIEHHUS, HEKOTOPhIE U3 STUX OITyXOJei
aCCOIMMPYIOTCS ¢ MpPEIIISCTBYIOMEH DOLTMKYIsip-
HOU TUMGPOMO#, XpPOHUIECKUM JTUMPOIECHKO30M,
B- wnu T-xneTOYHRMHUA TUMPOOTaCTHRIMH HOBO-
00pa30BaHMSIMHU WIH NOCTTPAaHCIUIAHTAIIMOHHBIMH
JuMbornponrdepaTHBHEIMU ITpolicccaMu. B sTux ciry-
Yassx OTMEYaIoT HEKOTOphIe IepecTpoiiku reHoB 7CR
win IGHV 1 aGeppalldd XpOMOCOM, aCCOLIMMPOBaH-

HBIE ¢ THM(DOUTHBIMH HOBOOOPa30BaHUSIMH, YTO YKA~
3BIBAIOT Ha IpoLecc TpaHcaubdepeHIMPOBKHU [27,
28]. KpomMe TOro, npu raCTHOLIMTO3¢ U3 KICTOK JIaH-
repraHca, THCTHOLIMTAPDHOUN CapKOMe, TMCCEMHUHH-
POBAaHHOM IOBEHWIHFHOUM KCAHTOTpaHyJIeMe, 60Ie3HH
OpareitMa — Yecrepa 1 naxe IIpy capkoMe u3 PoJi-
JIMKYJISIDHBIX ACHIPUTHBIX KJICTOK OITHCAHBI MyTallHU
BRAFV600 [29].

CBonHbIE JaHHEIE 00 H3MEHEHHSIX B IIEPECMOTPEH-
Hoilf knaccudukaimu BO3 2016 r., BHeCEHHBIX B pa3-
IIeJl, TIOCBSINEHHBIH HOBOOOPa30BaHHUSAM H3 3DPEJIBIX
T-mmboruron, EK-K1eToK, TMCTHOLIMTOB U ICHIPUT-
HBIX KJIETOK, TIpEeICTABJIEHH B Ta0I. 2.

B nesioM, mpUBeieHHBIE B TEPECMOTPEHHOM Kitac-
cuduxkanuu BO3 2016 r. B pasnene, NOCBAIICHHOM
HOBOOOpa30BaHMAM M3 3pesbix T-nmuMdonron, EK-
KJIETOK, THCTHOLINTOB ¥ I€HIPUTHBIX KJIETOK, TAHHBIE
PACIIHMPSIOT HAIK TPeCTABICHHS O IIPHPOJIE U MeXa-
HHU3MaX BO3HMKHOBEHHS KaK arpeCCHBHBIX TUMMDOHI-
HBIX HOBOOOpa30BaHMM, TaK M KJIOHAIBHEIX THMPO-
MpoJH{EPATHBHEIX MTPOIECCOB ¢ MHIOJEHTHBIM Te-
YEHHEM, a TAKXE CIIOCOOCTBYIOT CO3IaHHUIO METOAOB
TApreTHOM TEparuu.

Tabnuua 2

OcHoBnbie Kamenenns B xnaccudurauun BO3 (2016) nosobpasosanuii n3 apensix T-/EK-knevox, rHCTHOUNTOR M ASHAPMTHBLIX KNETOK

T-kneTouHwil numdoneiko3 ua 60bIKMX rpaHyno-
copepxawmx numMeboumnToB

- HoBble noaTHnLI, pacno3HaBaeMble C Y4eTOM KIMHMKO-NATONOrMYeckux accoLmaumii
+ MyTaumm STAT3 w STAT5B npu noaTvne, acCOLMMPOBAHHOM C Gonee arpeCCHBHEIM KITMHMYECKUM
Te4eHneM 3abonesaHus

CuctemHas BOb* T-kneroyHas nuMdoMa aetcko-
ro BO3pacTa

- UameHeHo Ha3BaHue: BMECTO IumdonponudeparnsHoro 3abonesaHusa — NMMQOMa, YUUTHBas MO
HUEHOCHOE KITWHWYBCKOE TEYEHHE W YETKWE OTNK4MA OT XPOHUYECKON akTueHoi BOE undexumum

JiumdonponudepatBHLIii Npouecc, NOAO6HLIA
CBETOBOW ocre

+ N3meHeHo Ha3BaHKe: BMECTO NTHMbOMb — NMMdOnponudepaTHBHLIA NPOLIECC, YIUTHIBAA Er0 B3aUMO-
OTHOLLEHNE C XPOHNUECKOI aKTMBHOA BOB-HHdeKuMeit W CnexTp TEpMMHOB ANsl 0603HAYEHNS KIMHKYE-
CKOro Te4eHHs

T-kneToyHas nMM¢poMa, accoLMMPOBaHHAS C AH-
Teponarmeit

+ [lnarHos ucnonbayetcs TonbKo Ans 0603HaueHus cnyyaeB, paHee uaBecTHbIX kak TJIAS | Tuna, kak
NpPasuno, aCCOLIMMPOBAHHBIX C LiENWAKHEN

MoHOMOpdHas aNUTENMOTPOnHas
T-k1eTo4Hasn TMMGOMa KHLLIEYHNKA

- Mpexpe TJIA3 Il Tuna, BuiaeneqHas u3 TAJ | Tuna. HoBoe HaMMEHOBaHME OBYCNOBNEHO UX OTIHYM-
TeNbHOA NPHOOAON M OTCYTCTBHEM aCCOLIMALIMK C LiEMaKKedi

Bsanotekywuii T-kneTouHuid nuMdonponudepa-
THBHBIiA NPOLECC XENYI0YHO-KUILEYHOTO TPAKTa

+ HoBas MHOONEHTHAs NpeaBapHTebHas HO30N0rMYeckas ¢opMa G NOBEPXHOCTHOH MOHOKIOHANLHOM
T-KNETO4HOA MHOUILTPALIME]R KMLLEYHWKE, B HEKOTOPLIX CITYYasX OTMEYAETCA NPOrPECCUPOBaHIKE NPOLECCE

JIumdpoMaTonaHLi nanynes

+ OnmcaHbl HOBBIE NOATHNBI CO CXOAHBIM KITMHUYECKAM TEYEHUEM, HO OTNMYAIOLLMUMMUCS THCTONOTHYE-
CKIMM/AMMYHOGEHOTUITHYECKHMA NPUIHAKAMM

MNepudepuyeckasn y5 T-knetouHas numbpoma Koxmu

+ BaxHo uckiouuts ppyrue T-kneToyHbie numdomMbl/numbonponudepaTHBHLIE NPOLECCH KOXH, KOTOPbIE
TAKKE MOTYT BO3HUKATS W3 Y6 T-K1ETOK, TAKME KaK rpMBOBMIHIA MUKO3 WK TMMpOMATOMAHLIA nanynea

Mepenynas nepndepuseckas CDE"
T-kneroyHas nuMdoMa Koxu

* Hosas MHAONEHTHAA NPEABAPMTE/LHAA HO30NOrM4ECKan GOPMA, NEPBOHAYANLHO ONMMCAHHAR KaK
BO3HWKAIOLASA B YIIHOA PAKOBUHE

TlepBu4HOE NMMGONpONKbEPaTUBHOE NOPAXEHHE
koxu u3 CD4* manbix/cpenHux T-nuMdoLMTOB

- bonee He AMarHOCTUPYIOT Kak SBHYI0 TMMQOMY, YYUTbIBAS OrPAHUYEHHBIA KIMHUYECKMIA PUCK, NIOKA-
NM30BaHHbIE O4ark NOPaxXeHHs, CXOACTBO C KIOHANbHLIMM PEAKLUMAMM HA NEKAPCTBEHHBIE NPenaparth!
+ QcTaercs npeasapuTensHO Hoaonoruyeckod Gpopmoi

Nepudepuyeckad T-kneTo4Hasn nMMpoma
HEeYTOYHEHHas

+ Ha ocHoBe ¢peHOTHNA U MONEKYNSIPHLIX AHOMATHIA BLIAENAIOT NOATHUNH, KOTOPbIE MOMYT UMETb KIUHU-
YECKOE 3HAYeHWe, HO B HACTONILEE BPEMA HE MCNOoNb3YIoTCA BO BpavebHoii npakTuke

T-knetouHas numdoma nepudepHIeckux umda-
THYECKHX Y3N0B ¢ dpeHoTHnoM TXD

+ C6opHas kateropus, co3AaHHas Ansg Toro, 4ToGbl NPONUTL CBET HA CNEKTP NMMQOM NTHMbaTHYECKHX
yanos ¢ TX®-¢deHoTHNOM, BKIOYAIOLMA aHTMOMMMYHOONACTHYI0 T-KIeTOuHYi0 nuMdboMy W apyrie ony-
Xonu numdatMyeckux yanos ¢ ¢peHoTunom TX® (anarHo3 cnefiyet yCTaHaBNMBATh C YHETOM KIMHHUKO-
MaToNOrMYeCcKUX pasnuyni)

+ BuifiBNEHbl NepekpLBAIOLLMECs MONEKYNSIPHbIE/LIMTOrEeHETUYECKHE aHOMATMH, KOTOPLIE MOTYT MOTEH-
UMaNLHO BNUATL HA TEpanuio

AKIKJI, ALK

+ B HacToslLee BpeMs AT0 onpepeneHHas Ho30N0rMYeckan GopMa, KOTOPas BKIKOYAET UMTOTEHETH-
yecKue NOATHML, YTO, BEPOSTHO, MOXET MMETb MPOrHOCTUYECKOE 3HAYeHME (HanpUMep NepecTpoiika
6p25 y nokyca IRF4/DUSP22)

AKKJ1, accouMMpoBaHHas ¢ MMNNAHTaTOM B MO-
NOYHORA xeneae

+ MpeasapuTenpHas Hosonoruyeckas ¢popma, otnmyHas ot ALK AKKJ1. HeuHBa3MBHBLIA NpoLECC, acco-
L{MHPOBAHHKIA ¢ GNArDNDUATHEIM HCXOL0M

Bonesnb dpareiiMa — Yectepa

+ DonxHa 6bTb AUddepeHLMpOBaHa 0T ApYrux 3ab0neBaHWi, BXOAALLMX B CEMEACTBO I0BEHUILHOM
KCAHTOrpaHyneMsl; YacTo accoLMMpPoaaHa ¢ MyTauvamu BRAF

[Lpyrve HOBOOOPA3oBaHNS! U3 TMCTHOLIMTOB/AEH-
LIDUTHBIX KNBTOK

+ B pape Cnyaes pacnoaHaeTcsl KnoHanbHad CBS3b C IMM(OMAHBIMU HOBOODPa30BaHNAMM
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WHO CLASSIFICATION OF NEOPLASMS
FROM MATURE T-LYMPHOCYTES,
NK-CELLS, HISTIOCYTES AND DENDRITIC
CELLS (revision 2016)

D.F. Gluzman, L.M. Sklyarenko, 1.S. Ivanivskaya,
S.V. Koval, N.I. Ukrainskaya, A.S. Polishchuk,
M.S. Shvydka, M.P. Zavelevich

Summary. In WHO classification (2016) some advances
have occured in definition of nodal and extranodal T-cell
and natural killer-cell neoplasms. Many of changes are the
result of genomic studies using new approaches. Histiocyt-
ic and dendritic cells tumors are grouped together based
on the functional properties of their normal counterpart.

Key Words: WHO classification, T-cells, NK-cells,
neoplasms.
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