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AHHOTauus
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Abstract

The paper reveals the 5 cases date about blastic plasmacytoid dendritic cell neoplasm. The presented information demonstrates morphological,

immunohistochemical data and clinical manifestations.
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Beeaenne

DbracTHasg omyxonb M3 IIa3MOLMTOMUIHBIX JEHAPUTHBIX
knetok (BOITOK) - pemkmif, KTMHUYECKN arpecCHMBHBIN Ba-
PMAHT TeMOINO3TUYECKO) OIyXONM, XapaKTepUsyOUUiicsa
K/IOHA/IbHOI Tponudepanyeil IPefIIeCTBEHHNL] IUIa3MO-
HUTONAHBIX AeHApuTHbIX KireTok (ITIK), mpomyumpymommx
uHTepdepoH-1, YUaCTBYIOIUX B IPOTUBOBUPYCHOM MMMYH-
HOM OTBeTe, MMMYHHbBIX PeaKUUAX Ha PasjMyHble aHTUTE€HbI
(B TOM 4ICIIe Ay TOAHTUTEHBI) U OMOCPERYIONINX BPOXKIAEHHBII
U aalTUBHBI MMMYHMUTET. JJaHHOe HOBOOOpasoOBaHME Xa-
PpaKTepu3yeTCcsl BBICOKOI YaCTOTON IOPaXKeHUA KOXKY, PUCKOM
BOBJICYEHNMA KOCTHOTO MO3Ta, NeifkeMusanyy. COIMacHO OImy-
OMMKOBAaHHBIM [JAaHHBIM PACIPOCTPAHEHHOCTb 3a007Ie€BaHMSA
cocrasiseT okono 0,44% cpenn Bcex remo6mactosos, 0,7% —
Cpeny MepBUYHBIX KOXKHBIX TMMGOM, a BCTPEYaeMOCTD JIeli-
KeMmdeckoil GopMbl — MeHee 1% cpean Bcex OCTPBIX JIEKO-
308 [1-3]. Jlo HacTOsILErO BpeMeHN 3THUO/IOTNYeCcKIe (PAaKTOPBI
3abomeBaHMs HEM3BECTHBI, MOP(OIOTHMYECKas AUArHOCTUKA
TPYMHA, a TAKTMKA JIeYeHNA He padpaboTaHa [4].

ITpo6nema ompenenenus rucrorenesa bOIIIK cymectsyer
Ha IPOTKEHUM HEeCKOMbKUX AecATuneTnit. Ileppoe omnmcanue
JaHHOJ IIATO/IOTMM BCTPEYAeTCsl B MICC/IE[OBAHNUM, OYOINKO-
BaHHOM B 1994 r. M. Adachi u coasr., B kotopom BOITJIK npen-
cTaBJIeHa Kak muMongHas onyxosb — CD56+ nepugepudeckas
T-xnerouynas mimdoma [5]. ITo Mepe HaKOIIEHNUA HOBBIX IaH-
HbIX O MOJIEKY/IIPHO-OMOIOT Y€ CKIX Y MMMYHOTYICTOXVIMITYEC-
KX XapaKTEPUCTUKAX OITYXOMN IIOCTENeHHO (OpMMPOBAIOCH
U TIpefiCTaBJIeHNe O ee KJIETOYHOM IIPOUCXOXKeH!N (Heomyxo-
neBoM aHasore). Tak, B KiaccuyKaIym oIyXosei KpoBeTBOP-
HOIt ¥ muMQONAHON TKaHell BceMupHoit opraHusanym 3gpa-
Booxpanenus (BO3) 2001 r. aTa omyxoip HOAy4YNIa Ha3BaHue
6mactHoro NK-K/IeTo4HOro n1eiiko3a/mMQOoMbl ¥ BKIIOYEHa B
pasgen 3penbix T/NK-kmeTouHbIX muM(OM (CHHOHMMBL: TNM-
¢dobnactHbit BapuanT NK-k1eTouHOI 1MM¢OoMbI, MOHOMOP]-
Hast NK-xinerounas mumdoma) [6]. B Te rogsr momaramm, 4to y
NK- u T-xmerok ob6uias NK/T-kmeTka-npenuiecTBEHHNIA, a
TaHHOe HOBOOOpasoBaHMe uMeeT nuMmponpHyo npupony. Co-
BpEeMeHHBIe VICCTEIOBAHNA CBUAETENbCTBYIOT B IIONB3Y TOTO,
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yro NK-K/IeTky IpomcxopsaT m3 cOOCTBEHHOI KIIETKU-IIPEN-
IIECTBEHHUIIBI U VIMEIOT OTHENbHYI0 (OT MUETOUSHO U TUM-
dboupnnoit) nuuuio guddepenpoBku. B csi3u ¢ 060cHOBaHK-
€M TOro, 4yTo KieTkoi-npenumectsenanueit bOITJIK sasnserca
aktuBuposanHas [111K, B kmaccudukanym BO3 2008 r. sanHas
[IaTOZIOTMA BKJIIOYEHA B pasfiesl «OCTPhIX MUETOMIHBIX JIEKO-
30B U CBA3aHHBIX C HYMI OITyXOJIell U3 K/IeTOK-IIpeIIeCcTBeH-
HUL». B HacTosIIee BpeMsi B HOBOJI pefakuuy Knaccupukaun
BO3 2017 r. HOBOOOpa3oBaHue pacCMAaTPUBAETCS KaK OTHE/b-
Hasa Hosonorusa — BOITJK [1]. BMecTe ¢ TeM He UCKIHOYAETCA
nBosikoe BosHukHOBeHre BOIIIIK kak u3 mpepmiecTBeHHMII
AQHTUTEHIIPE3EHTUPYIOIINX KIETOK, TaK ¥ 43 KOMMMTUPOBAH-
HOI1 06111eit HMMQ)OMJIHOIZ KJIETKU-TIPEAIIECTBEHHUIIBL.

ITJK pa3sBuBaIoTCsA U3 CTBONOBBIX KPOBETBOPHBIX K/IETOK,
ABJAIOTCA ~ OCHOBHBIMM  MHTep(epOH- 1-IpOoRyIVPYIOLIMA
K/IETKaMM Y XapaKTepU3yIOTCs [BYMsI CIlelpIIecKMI MapKe-
pamu: CD303 (BDCA-2) u CD304 (BDCA-4) 7]. B rioxostiiemcst
cocrostHuu (BHe aktuBauyn) [1TK nmetotr mopdonornio, Haro-
MMHaIoLyo mMMpouaHylo ki1eTky [1]. B sapenom supe ITIIK (co-
CTaBNAIT <1% MOHOHYKJIEapOB) IUPKYIMPYIOT B KPOBY, KOCT-
HOM MO3Te, CeIe3eHKe, THMYCe, TMM(ATHIECKX Y3/IaX. YPOBEHb
npomdeparyy ITIK B mumMdongHbIX OpraHax O4eHb HMU3KMIL.
ITpu axTMBaIMM BO BpeMsI BOCIIA/IUTEIbHOTO, IMMYHHOTO OTBe-
ta [ITK MUrprpyioT B HapakOpTUKAIbHYIO 30HY MMpaTniec-
KIX y37I0B WV 9KCTPAHOFAIbHYIO TMMQPOUIHYIO TKaHb, UIMEIOT
Mop¢onoruio TMMQOIIa3MOLUTOUFHOI KIeTKH, B 1958 T. momy-
YBILEN Ha3BaHMe IIasMoLuTougHo T-kneTku [8].

OcnosubiMu penenrtopamu ITJIK asnarorca TLR7 n TLRY,
OHI PACHO3HAIT, COOTBETCTBEeHHO, BupycHbie PHK u THK, B
OTBeT Ha KOTOpBIE BHIPAOATHIBAIOT OTPOMHOE KOIMYECTBO MH-
tepdepona-1. C nmomouipio atux penenropos IIJIK yuactBy-
I0T B PeakIMAX BPOX/eHHOro uMmMmyHHoro orseta. II[JK Tak-
e MOTYT (YHKIMOHMPOBATb KaK aHTUIEHIIPEe3EeHTUPYIOLIe
knetku. AxtuBanys [1J1K Bo3MoykKHa 1 Ipy IOMOLIY IIUTOKMU-
Ha uHTepneiikuna (VUJI)-3. Ilpu axruBauym VJI-3 ITIOK mnud-
(depeHIpPYIOTCS B 3pernble [JeHAPUTHbIE KIETKU, CIIOCOOHBIE
crumynupoBats CD4+ T-muMbornutsl K guddepeHIpOoBKe,
3aIlycKas aflalTHBHbIE (IPMOOpeTeHHDbIE) MEXaHM3MbI IMMYH-
Horo orBera [9]. Takum o6pasom, IIJK urpanoT KiodeByio
PO/Ib CBA3YIOIIETO 3B€HA MEXIY PeaKUMAMU BPOXEHHOTO 1
npuobpeteHHoro (creruduyeckoro) MMMYHNUTETA, ABJISAIOTCA
0cob60l1 Momy/nAIMell KIeTOK, obecrednBalomeil Kak HeMell-
JIEHHBIII OTBET Ha BTOp)KeHNe MH(QEKINOHHOTO areHTa, TaK 1
3aIlyCK CUT'HAJIbHOTO KacKafia peakiuit. B koxke npu TpaBMmax,
conmHeyHbIX oxkorax nponudepanys 1K sBasercs npossie-
HUeM KOMIIEHCAaTOPHOJI pereHepaTOpPHOI peakiuu.

Ilo mannpM muteparypbl, BOIIJIK yaiie guarnocTupyerca B
HOX1IoM Bogpacte (MennaHa 60-70 j1eT), HO MOXXET BCTPeYaThCs
U B APYTUX BO3PACTHBIX TPYIINAX, B TOM YKCIe ¥ fetelt [10], cooT-
HOIITeHNe MY X4MH V1 >KeHIIMH cocTapyseT 3:1 [1]. B pane cmyvaes
(10-20%) BOIIJIK BcTpevaeTcs y jnll, B aHAMHe3€ KOTOPBIX V-
arHOCTMPOBAHbI JIPyTHE OITyXO/M TeMOINO3TUYECKON IPUpPOfbL:
MUETONVCIUIACTUYECKU CUHIPOM, OCTPbII MUETIOUIHDIA JIeN-
K03. Acconyanysa ¢ MUETOAMCIVIACTIYECKUM CUHIPOMOM, Ha-
O/II0fAIOIAsICS B Psifie CIy4aeB, YKa3bIBaeT HAa BO3SMOYKHYIO CBS3b
[IATOTeHEeTIYECKNX MEeXaHM3MOB 9Tux 3aboneBanuit [1, 6]. Ilpu
MCCTIENOBAHMY TPENaHOOMONTAaTOB KOCTHOTO MO3ra HpM XpO-
HIYECKOM MJEIOMOHOLITAPHOM JIeJIKO3€, 110 HAIlVIM JJAHHBIM,
MOTYT BcTpedarbes ckornenys n3 [TJK peakTuBHOro Xapakrepa.
B nopo6ueix cryydasx B ormmane ot BOITIK IIIK CD56-Hera-
TUBHBI MU ¢71ab0 MO3UTUBHBL [0 MTepaTypHbIM JaHHBIM, C-
K/II0YeHa CBsI3b ¢ OaKTepMaIbHbIMU U BUPYCHBIMM areHTaMu, B
TOM 4IHCTIe ¢ BUpycoM dmmuteitna-bapp [11].

Cpenu nokanusanmit, xapakrepubix anda bOIIIK, no ya-
CTOTe BCTPEYaeMOCTH CIefyeT OTMeTUTb KoxXy (90-100%),
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Tabanua 1. CnekTp aHTUTEA AAS UMMYHOTMCTOXMMHMYECKOTO
MCCACAOBaHMS

Table 1. Spectrum of antibodies for immunohistochemical
study

Ne Haspanne Kion, nponssogurens  PasBenenne
aHTHUTEN
1 CD3 LN10, Leica 1:200
2 CD4 4B12, Leica Bond RTU
3 CD20 126, Leica 1:100
4 CD33 PWS44, Leica Bond 1:100
5 CD34 QBend/10, Leica Bond RTU
6 CD56 1B6, Leica 1:50
7 CD117 c-kit, Dako 1:30
8 CD123 BR4MS, Leica 1:20
9 TCL-1 MRQ-7, Cell Marque 1:120
10 MPO Polyclonal, Dako 1:500
11 Lysozyme Polyclonal, Dako 1:300
12 TdT SEN28, Leica Bond RTU
13 Ki-67 MIB-1, Dako 1:70

KOCTHBIIT MO3T (60-90%), nuMmdarndeckne ysnor (40-50%).
IIpu nporpeccupoBaHuy 3a60/1eBaHNsA OMYXOIeBble KIETKM
MOTYT IOSIB/IATBCA B KpOBM (JIejikeMm3anus); mpu obcieno-
BAaHUM B aHa/IN3aX KPOBU B IIOJOOHDIX C/Iy4yasiX BBIAB/IAIT-
cs aHeMus, TPOMOOIMTONEeH s, NefiKoneHust. B 6ombuinH-
CTBe Cy4aeB 3a00/eBaHNe XapaKTePU3YeTCA arpecCHBHBIM
TedeHUeM ¢ OBICTPOIL TpaHchopMalnMell B TeiiKeMUIeCKyIo
¢asy [1].

B paMKax KOMIIJIEKCHON JMAarHoCcTUKM y 70% 6GONbHBIX C
BOIIIK o6Hapy>KMBAIOTCSI CIOKHBIE AHOMAIUM KapUOTHU-
I1a, HO OTCYTCTBYIOT crenmdudeckie abepparnm XpoMOCOM.
Hanbonee yacTo BCTpedaroTCs LIMTOTEHETUYECKNUe Hapylie-
HUS C BOBJIeYeHMEM XpoMocoM 4, 5, 6, 9, 12, 13 u 15. Ilpn
NGS o6napyxens! Toueqnble Mytaunu B renax TET2, NRAS,
ATM, MET, KRAS, IDH2, KIT, APC, RB1, VHL, BRAF, MLH1,
TP53,RET [1].

C uenbio BepudMKauMyu AMarHo3a HeOOXOOMMO IpoBefe-
HJie MOP(OIOTMYECKOT0, UMMYHOTMCTOXMMUYECKOT0, MOMIEKY-
JIAPHO-TEHETNYeCKOro MccaenoBanmit. JuddepenimanbHblil
AMarHO3 ClefyeT IPOBOAUTD ¢ B- n T-kneTounpivu mmdoma-
MM, OCTPBIMM JIE/IKO3aMI, COMPOBOXKAAIOIMIMMMUCA KOKHBIMM
TIPOABNIEHNAMN (JTefiKeMUIaMu), CUCTEMHOI KPacHOI BOTYaH-
KOJ1, METAHOMOIA.

Marepnaabl u MeToAbI

B pmaHHOIT paboTe IpenCTaB/eHbl ONMCAHME U AHAINU3
5 xoHcynbraTuBHbIX cryvaes BOIIIK 3a nepnop 2019-2020 rr.
ITaryeHTH! TPOXOAMIN 0OCIEeOBaHNe B HAyYHO-IIONMMUKINHY-
4eCKOM OT/ie/IeHNI XMMIOTePAIINy FeMaTOTIOrN4eCcKIX 3abore-
BaHuIi ¢ fHeBHBIM cTanyonapom OI'BY « HMMUI] remaronormm»
(3aBemyrommas — kaHpuaat MeguiuHcKux Hayk T.H. Mouceesa).
[ucronornyeckoe ¥ MMMYHOIMCTOXUMMYECKOE MCCTeTOBAHNUA
OMONTAaTOB KOXW, TMM(ATHIECKNX Y3/I0B, TPEIaHOOMONTATOB
KOCTHOTO MO3Ta BBIITOTTHEHBI B IIATO/IOTOAHATOMITIECKOM OT/ie-
neanu OI'BY «HMUI] remaromorum» (3aBefyommii — JOKTOP
6uonornyeckux Hayk A.M. Kospuruna).

B ta6m. 1 pyBefeHbI aHTUTENA, VICTIONb30BaHHbIE TIPU VM-
MYHOTVICTOXVIMIYECKOM MCCTIeOBaHNIL.

TEPATIEBTMYECKMM APXMB. 2022; 94 (7): 891-896.
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Puc. 1. Ha6aoaenue 1. brontar Aumdpatuueckoro ysaa.
bOIAK.

Fig. 1. Observation 1. Lymph node biopsy. Blast tumor
of plasmacytoid dendritic cells.

PesyAbTathbl

Hao6ntooenue 1

MMamnuent I, 75 net, mocie yKyca HaceKOMOTO B MOUYKY I€EBOTO
yXa OTMeTH/I yBenmdeHne mMpaTniecKux y3nos wen. Brocnep-
CTBMY MOABU/IVCE >Ka/TI00bI Ha CHIDKEHNE CTTyXa, HOT/IMBOCTD, I10-
TepIo Macchl Tefa Ha 10 Kr. ITpyu IOTOMHUTETbHOM 06CTIe0BaHNIN
II0 JaHHBIM YJIbTPa3BYKOBOI'O VCCIIENOBAHNA BBIAB/IEHDBI T'€HE-
pann30BaHHOE yBe/MueHMe mepydepuuecKix U BYUCLePaTbHbIX
/MQaTUYECKVX Y3/I0B, TeraTocIieHoMeramus (puc. 1).

Habnodenue 2

ITanmenTka A., 63 neT, B 2017 I. Ha TOBEPXHOCTH TIPaBOJi TO-
JIeHM OTMeTI/Ia TIOSB/IeHNe IIATHA KPacCHOBATOTO 1[BeTa, Ha KO-
TOpOe B TedeHue 2 1eT 0c060ro BHUMaHMs He oOpalijaia B CBA3N
C OTCYTCTBUEM OTPMIATeNbHON AuHaMuku. B 2019 r. o6Hapy-
KI7Ia BTOPOe I0fi06HOe HOBOOOPa3oBaHe MEHBILNX Pa3MepOB.
Ipn obcnenoBannm B MienorpaMme BblsiBIeHO 30% 6/1acTHBIX
KeToK. IIpy nepecMoTpe rmcTONMOIMYECKMX IPEAapaToB B I1aTO-
nmoroanarommdeckoM otaeneau OPI'bBY «HMMUI] remaromnorum»
YCTaHOBJIEHA OIIyXO/b IeMOIO3TUYECKON NpUpoAbL. B cBsasu ¢
HEJO0CTaTOYHBIM KOJIMYECTBOM AMATHOCTMYECKOTO MaTepuasna B
Le/sIX MOpQOIOrNYecKoil BepuduKanuy AuarHosa IpoBefeHa
HOBTOPHAast GMOIICHS KOXXU € ITOCTIEAYIOLM MOP(OIOTIIecKIM
Y IMMYHOTMCTOXVMIYECKVIM JICCTIefloBaHmeM (pucC. 2).

Hab6mooenue 3

ITamment Y., 65 net, B 2018 1. 3aMeTn/1 IOABIEHIE BHICHI-
maHuit Ha Koxe. [Ipu 06¢/eoBaHUM IO MECTY JKUTEIbCTBA Ha
OCHOBaHUY OMONTAaTa KOXI YCTAHOBJIEH [MAarHO3 aHAIlIaCTH-
YeCKOJI KPYITHOK/IeTOYHOI M ombl, ALK-HeratnBHoI1, ¢ 1mo-
paXeHMeM KOXXHBIX IIOKPOBOB Tynosuuia. Ilposeneno 6 kyp-

TEPATTEBTUYECKMM APXMB. 2022; 94 (7): 891-896.

Puc. 2. Habatoaenne 2. MopaxeHne KoX1 Npu GAACTHOM
onyxoam u3 MNMAK.

Fig. 2. Observation 2. Skin lesion in a blast tumor
from plasmacytoid dendritic cells.

coB nonuxumuoTepanuy o nporpamme CHOEP ¢ BpeMeHHBIM
apdexrom. CycTss HECKOIBKO MeCALIEB 3apeTICTPUPOBAH pe-
LUAVB 3a60/IeBaHNs B BUJe TAIIY/IE3HOI CBIIM Ha KOXe TYJIO-
BMIIA. BBITIO/THEHA [TOBTOPHAsE OMOIICHS KOXIL.

Haobntooenue 4

IMTanmentka b., 60 net, B 2019 1. o6paTia BHUMaHMe Ha
HOBOOOpa3oBaHMe CUHIOUIHOTO L{BETA B BICOYHOI 06/IacTH,
IyaMeTpoM [0 3 cM. B obuiem aHanu3e KpOBU BbISBIEHA aHe-
Mmus (remornobun — Hb 73 r/n), 6mactemus — 1%. Beinmonsena
Ouorcys HOBOOOPa3OBAHMUS KOXIL.

Ha6mooenue 5
[Manuenr C., 71 rog, B ceHtsaope 2019 r. B 0671aCcTV HIDKHUX
KOHEYHOCTE OTMETU/ TIOSBJIEHME TMOJKOXXHBIX 3JIEMEHTOB,

TERAPEVTICHESKII ARKHIV. 2022; 94 (7): 891-896. 893
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Tabanua 2. KAuHnko-AabopatopHble AaHHble naumeHTos ¢ BOMAK

Table 2. Clinical and laboratory data of patients with a blast tumor from plasmacytoid dendritic cells

1 2 3 4 5
ITon My>xckoit Kenckuit Kenckuit My>xckoit My>kckoit
Bospacr, rogst 75 63 60 65 71
CHIDKeHMe MacChl
B-cumnrombr Tena, HOYHast - - H/n -
MOT/IMBOCTh
MHO>XeCTBEHHbIE
[TOKO>KHbBIE
TunepnurmenTaums Hosoo6pasoBanue
ITsaTHA KpacHO-6yporo . 9/7IEMEHTBI
ITopaxenne KOXKHBIX IIOKPOBOB, . Ha KOXXe IIpaBo CblIIb Ha KOXKe
y 1[BeTa B 00/1aCTH IpaBoit . B 00/1aCTM BEPXHMX
KOXKI Ha/Im4me TIeTexmit BUCOYHOI 00/IaCTM  TY/IOBUIIA
TO/IEHN U HYDKHUX
Ha KO)Ke TY/IOBMIIIA crpaBa .
KOHEYHOCTel,
TY/IOBMIIA, TOJIOBBI
VBenuyeHne Bcex
BHeko)XHbIE B B _ leitubie rpymni 1uM¢oysnos,
TNOpaKeHN MQOY3IIBL MHOYKeCTBEHHbIE
ovariu B celie3eHKe
ITopakenne
KOCTHOI'O H/n -1+ - + +
Mo3ra
Pasmepur 135 110 H/n 160 190
celle3eHKM, MM
Hb 43 o/ Hb 113 r/m; Hb 9,8 r/m;
OO6umit H/ Hb 112 r/m; 3p. 4,6x10"/m; 9p.2 2><1012,/71' 9p. 4,5%10%/m; 3p. 3,7x10%/m;
aHa/IN3 KPOBN A JI. 4,1x10°/m; Tp. 200x10°/1t Tp' 1)62><109/)1’ J1. 1,67x10°/m; J1.306,4x10%/m;
p- Tp. 9x10°/n Tp. 60,0x10°/
Mpuenorpamma H/n brmacter - 5,2% Bracter - 1% H/n Brmactsr - 92%
Hepusar (17;18)
c rorepeit KOpOTKOTro
Ijieya XpoMOCOMbI 17
(c BepoATHOIT oTEpeit
Kapuorun H/nm rena Tp53/17p13) 46, XX, [20] H/nm H/m

7 XpOMOCOMBI 18;
nenenyuen 6q; fepuBaTOM

XPOMOCOMBI 21; epuBaToM

XpOMOCOMBI 82

IIpumeuanue. Op — sputpouutsl, JI - nefikountsl, Tp. - TPOMOOLMTDI; *31€Ch U fjajiee B TaO. 3: H/J — HET JaHHBIX.

BO3BBIINIAKOIINMXCA HAL HOBerHOCTI)IO. KOHCy]IbTI/[pOBaH peB-
MAaTOJIOrOM, JEPMATO/IOrOM, TEPAIlleBTOM, OJHAKO [MarHo3
ocTaBasIcs HeyTOYHeHHBIM. O6beM MOpakeHNsI IIPOrPECCUBHO
YBeNMYMBAJICS: HOJKOXKHbIE 9IEMEHTHI PACIPOCTPAHSIIUCH Ha
06HaCTI) JKBOTA, BerHI/IX KOHeqHOCTeﬁ, TOJ/IOBBI. HI/IaI‘HOCTI/I—
pOBaHO yBe}II/I‘{eHI/Ie IIAXOBbIX, IMOOYEC/ITIOCTHBIX HI/IM(I)aTI/I‘-IeC—
KUX Y3/I0B. B aHa/m3ax KpoBu BBIABILUINCH aHEMIsI, TPOMOO-
LMTOIIEHN, JIEMIKOLIMTO3 3a CUeT MMMQOINTO3a M MOHOLIUTO3A.
B muenorpamme — 92% 61acToB.

O6061ieHHbIe KIMHNYECKUE [aHHbIE IIPENCTABIEHBl B
Taobm. 2.

AHanmM3upyeMyo HaMy TPYIITY COCTaBUIN 5 HMAIMEeHTOB C
BOIIJIK B Bo3pacte ot 60 0 75 nteT (Memana Bo3pacTa 65 j1et),
CpenM HUX 3 MY>XYMH ¥ 2 KeHIIMHbI. B-cuMnToMe! Hab/rofa-
nuch B 1 ciydae. IlopakeHue KOXHBIX TIOKPOBOB 0OHAPY>KEHO
y BCEX IMAalIMIEHTOB B BUJEC CO)'H/ITaprIX VN MHO>XECTBEHHDBIX
O4aros 110 TI/IHy y3HOB, 6HHIH€K, IIATEeH CMHIOIIHOI'O N/IN 6ypOFO
nBera. [TopakeHne mMMQpaTNIecKUX y3710B M KOCTHOTO MO3Ta
BBISIBJIEHO y 3 GOJIBHBIX, yBeNMUEHIE Pa3MEPOB Ce/Ie3eHKN — B
2 cnyqaﬂx. MHTCPCCHO, YTO JMHAMMKa paSBI/ITI/IH 3860HeBaHI/IH
B IIPE/CTAB/ICHHBIX HAOMIONEHMSX OKa3a/IaCh PA3/INIHOIL.
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Jl¥arHo3 ycTaHOBJIEH Ha pas/IMYHOM MaTepuajie: OMOITaThl
MUMQATUIeCKNX Y3/I0B, KOXU, TPEMaHOOMONTATbl KOCTHOTO
Mosra. Bo Bcex cTydasix oIyxo/meBblil CyOcTpar XapaKTepuso-
BaJICA MOHOMOP(QHBIM MHUIBTPATOM U3 KIE€TOK CPEJHEro 1
YKPYIIHEHHOTO pa3Mepa ¢ 671acTHOI MOPQO/IOryieit, HATIOMMHA-
fomux 1uMQo6IacThL.

Ba>kHO OTMeTuTb, 4YTO Mopdonorndeckasd KapTWHa IpH
BOIIJK B 6uomnrarax pasinmyHON JOKaIM3aLMy CXORHA I
npencTapieHa AGQGysHBIM MHQUIBTPATOM U3 MOHOMOP®-
HOTO CpefjHero pasMepa KJIeTOK C OKPYIJIO-OBa/IbHOI, Hellpa-
BUJIbHOV POPMOIT AZIpa, C/IeTKa SKCIIeHTPUYECKN PacIOIOKeH-
HBIM SI[POM — C «IMM(ONNIaZMOLUTONIHON MOpPdOIOrnest».
B 2 cny4asx B KOXKe OIyXO/eBbINI MHQWIBTPAT OTHENEH OT
smmpepMuca 3oHoit Iperinza. OTMevasnca NepUBACKY/IAPHbII
XapaKTep pOCTa, IPU3HAKU aHTVOTPOITHOCTY OTCYTCTBOBAJIM.

IIpy mpoBeseHMM MMMYHOTMCTOXVMUYECKOTO —MCCTIENO-
BaHMA BO BCeX C/Iy4asX KJIETKV OIIyXOTeBOro MH(QUIbTpaTa
skcpeccupoBam: CD4, CD56, CD123, TCL-1. B 2 cryyasax
CD33-no3ntuBHas peakiys ONpefendnach B KIeTKaX MOHO-
MopdHoro onyxonesoro nHuabTpata. B 1 cnydae kierkn gud-
¢ysHoro omyxoneBoro MHGUIbBTpaTa sKcrpeccuposamu TdT.
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TabAnua 3. dxcnpeccus mapkepos npu BOMAK
Table 3. Expression of markers in blast tumors from plasmacytoid dendritic cells
JIuneitHOCTH MapKepa Antnureno 1 2 3 4 5
CD4 + + + + +
T-xnetkn CD3 - - H/n - -
TCL-1 + + + + +
B-knetxu CD20 - - H/n . H/nm
Mapxkep ITIK CD123 + + + + +
Mapxkep NK-knerox CD56 + + + + +
TdT + - - - -
Mapxkepn! KIeTOK-TIpeJIIeCTBeHHNI] CD34 ) ] ] H/x )
Myerouas CD33 + + H/p H/p H/p
MPO - - - - -
Lysozyme - - - H/n H/n
Tpoune CD117 - - H/n H/n H/n
Ki-67 (%) 40 20-25 40 20-40 H/p

Wupexc mpomudeparnBHoil aktuBHOCTH Ki-67 cocraBuin or
20-25 10 40% MOSUTUBHBIX KJIETOK OITyXO/IEBOrO MHMUIBTPATA.

PesynbraTbl  MMMYHOTMCTOXMMMUYECKOTO  MCCTIEOBAHNUA
IpefcTaB/eHsbl B Ta6mI. 3.

BaxxubiM guarHocTudeckum mapkepom i BOITIK sBna-
ercss CD123-penentop a-uenu MJI-3, B HopMe SPKO SKCIpec-
cupyetcs B IIIK n 6a3odunax, cmabo — B CTBOOBBIX KJIETKaX
KpOBM, MOHOLMUTAX, dHAoTenuountax. VMJI-3 - sTo nneorporn-
HBIII IUTOKVH, (PYHKIVSI KOTOPOTrO 3aK/IIYAETCS B CTUMYJIS-
LMY PasBUTHA KIETOK IeMOIOSTHYECKON TKanu (6asodmnios,
HeNTPOUIOB, ZEHAPUTHBIX KIIETOK U Ap.). Dkcmpeccus CD123
omnpepenseTca Npyu Takux Hosonmoruax, kak BOIIIK, octporit
MMETIOU/IHBII JIeJ K03, OCTPbIi MM(OoO6IacTHBII 1eliko3. braro-
mapst cBoeit creubUIHOCTH /I AMATHOCTHUKM psifia 3abomeBa-
Huit antuTena K CD123 paccMaTpuBaloTCA KaK MepCrieKTUBHOe
HaIpaBJieHJe B KadyeCTBe TapreTHoit Tepammn [12, 13].

TCL-1- (T-Cell Leukemia/Lymphoma 1A oncogene, TCL1A
win TCLI) - T-KIeTOYHBI NMPOTOOHKOTEH, SKCIIPEeCCUPYIO-
muitcs HespenbiMu B- u T-kaeTkaMy, y4acTBYIOLINIT BO MHO-
I'MX CUTHAIbHBIX Kackagax, B yactHocTu PI3K/AKT/mTOR,
TPaHCKPUIILIVMOHHBI (HaKTOP, PEryINPYIOLIMIl TPaHCKPUIILIN-
OHHYI0 aKTMBHOCTb TP63. B oTnmume OoT MUENTOMIHBIX OITy-
xoneit u NK-knetouHoit mimM$poMbl abeppaHTHAsE IKCIPeCCHs
TCL-1 xapaxrepHa aist BOIIIIK (90% mo3uTyBHBIX C/Ty4aes).

B pamkax XapaKTepUCTMKM MMMYHO(pEHOTMIIA BaXKHO
OAYepKHYTh, uTo Npu BOIIJK MoXeT B pasnnyHOIL cTele-
HM oTMedarbcs akcnpeccus CD2, CD5, CD7, CD33, CD38,
CD43, CD68, CD79a, CD117, BCL-2, BCL-6, MUM.1, IRF4,
penko — S-100, HO omyXojeBble K/IETKM He 3KCIPECCUPYIOT
JMHENHO-pecTPUKTUpOoBaHHble aHTUreHbl CD3 um Muerno-
IIePOKCH/Ia3y.

IIpy mpoBemeHMM TeHETMYECKOIO M IOTHOT€HOMHOIO
cexBennpoBanuA npu bOITJK yaie Bcero oTMedeHsl fenenun
9q21.32 u 7p12.2, cBA3aHHbIe ¢ ¢yHKUMe)r reHOB HNRNPK 1
IKZF1, xoTopble BIUAIOT Ha NOJABJIEHNE OIIyX0/I€BOr0 POCTA.
HNRNPK xopypyeT sifepHblil prOOHYK/IEOIIPOTENH, YIACTBY-
foluit B cuHTese u npoueccunre PHK, nepecrpoiike cTpykTy-
PBl XpOMAaTHHA, PerynAnmun KaetouyHoro uukna. IKZF1 B cBoo
odepeib KOAMPYeT TPAaHCKPUIIMOHHBI (aKTOp, MMEIOLInit
Ba)XHOe 3HaueHue B rpomepanyn u suddepeHunposke pas-
JIMYHBIX IVHUI TeMOII033a, B ToM uucie u ITJIK [14].
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OpHuM 13 MeXaHU3MOB, KOHTponupyomux passurue [TIK
U3 K/IETOK-TpeNLIeCTBeHHNI], ABIAETCSA TPAHCKPUIIVOHHBIN
¢axrop E-box - TCF4. TCF4 skcripeccupyercst ITJIK n coxpa-
HAeT UX upeHTNYHOCTh. [Ipn otcyrcrvm TCF4 ITJK Tpanc-
mnddepeHINPYIOTCS B KIacCUYeCKue IeHIPUTHOIOROOHbIE
K1eTku. B onyxonesbix knetkax BOIIJK TCF4-aktusuposan-
HBble TeHBI 9KCIPECCUPYIOT BBICOKUI YPOBEHDb TaKMX IIPOTOOH-
KOTeHOB, kak BCL2, MYC, TCLIA, TCL2B. Taxum 06pa3oM, OT-
CYTCTBUe BbIpaskeHHOI skcipeccuy TCF4 B Apyrux omyxomsax
reMaTOIO3TIYECKO) HPYPOJBI, HAXONAWMXCA B OFHOM Aud-
¢epenmmanpHo AuarnocTndeckoM psigy ¢ BOIIIK, mosBonmmo
BBISIBUTb IMMYHOTYCTOXVMIYECKIII MapKep, KOTOpPbIit 00/azia-
eT BBICOKOIJI crienmuyeckoit akTuBHOCThIO K BOITIK [15].

B 2019 r. nosBuINCh JaHHbIE O «JBOVHON» MMMYHOIMCTO-
XMMMYECKON peakUuyu Npy UCNOnb3oBaHuyu anturen CDI123
u TCF4. CornacHo gaHHBIM paboTbl N. Sukswai 1 coaBr. 4yB-
CTBUTENIBHOCTb MeToja cocrapysieT 100%, crenunduyHoCTh —
99,8%. OCcO6eHHOCTD [JaHHOTO MapKepa 3aK/IIYaeTCs B TOM,
4o skcnpeccust aHTuTen k CD123 u TCF4 moxer HabmopaTh-
Cs1 U B APYTUX OIYXOJAX, B TO BpeMs KaK IIpY HAJIMUINM «JBOI-
HOJ» MeTKU TpymHoOCTM AuddepeHnnanbHoil [UaTHOCTUKU
OynyT HMBenupoBaHsl [15].

BOIIJIK xapakTepusyercs arpeCCMBHbIM TEYEHMEM U IIJIO-
XM NIPOTHO30M, MefiMaHa 0011ell BbDKIBAeMOCTI COCTABIIACT
10-19 mec. Y 60/bIIMHCTBA TAIMIEHTOB MOCTe OKOHYaHMA JIe-
YeHMst OBICTPO PAa3BUBAIOTCS XMMIOPE3NCTEHTHDIE PEL{U/VBDIL.
Iocne mpoBefenNs TpaHCIUIAHTALIVY a/UIOT€HHbIX/ay TOIOT MY -
HBIX CTBOJIOBBIX KJIETOK KPOBH Y JIMI] MOJIOfIOTO BO3PacTa MO-
TYT OBITh JOCTUTHYTHI ANUTeIbHBIE peMuccuyt (001ast BBDKI-
BaeMOCTb o 2-4 ntet) [1,9].

OnrtumanbHoe crangaptHoe nedeHue BOIIIK B HacTos-
Ijee BpeMs He pa3paboTaHO B CBA3M C MajIbIM YMC/IOM MAllVeH-
TOB U PeIKOCTDIO 3a60/IeBaHNA, YTO ABJIACTCA OCHOBAHMEM JIIA
Ha/IbHEIIINX UCCTIeOBaHMII IO pasdpaboTke 9 (HeKTUBHBIX Jie-
4eOHBIX IPOrpaMM ¢ 000CHOBaHMEM 11e7IeCO0OPa3HOCTI U BO3-
MOYXHOCTM TPAHCIUIAHTAllMM TeMOIIOSTUYECKUX CTBOJIOBBIX
KJIETOK C LIe/IbI0 YBENMYEHNUA IPOJIO/KUTENBHOCTY IIOMTHON
peMuccun U KU3HY NMaleHToB. TapreTHas Tepanms ¢ UCIIONb-
3oBaHueM aHTU-CD123 CAR T-x/1eToK, BeHEeTOK/IAKCa, MHIT-
OUTOPOB MMMYHHBIX KOHTPOJIbHBIX TOuYek [16, 17] ABmaeTcs
[epCHeKTVBHBIM HarnpasieHueM B nedennn bOTIJK.
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3akAoueHue

Takum obpasom, BOIIIIK - kpaiiHe peixoe OIyXOIeBOe
3ab0JeBaHye TeMOIIOSTIYECKOI IPUPOJBI, XapaKTepusyrollee-
s HOpaKeHMeM KOXKM, YACThIM BOBJIEUEHMEM KOCTHOTO MO3Ia,
nepudepndeckoit KpoBu U MMMQATUYECKUX Y37I0B, MMelolee
HeO/IaronpyATHLIN IPOTHO3. B CBA3K ¢ arpeccuBHBIM KIMHM-
YeCKVM TeueHMeM KpailHe Ba)KHa CBOEBPeMEHHas IMarHOCTIKa
TaHHOI omyxony. Mopdomoriyeckuii JyarHo3 CIoXeH, Tak Kak
OIyXOJIeBble KJIETKM MOTYT HaloMMHath mMpobmactsr. O6s-
3aTe/IbHBIM ABJIACTCSA IPOBeEfieH)e IMMYHOIMCTOXMMUYECKOTO
MICCTIEIOBAHNA C JICIIONIb30BaHMEM IIVPOKOJ IIaHeM aHTUTeIl,
npydeM MMHMMAsbHAA [MATHOCTMYECKM 3HAYMMAas IaHesb
O/DKHA BKIIOYaTh aHTUTena k CD4, CD56, CD123, TCL-1, TdT,
CD33, Ki-67. BOIIIK accounmpyercsi CO CIOKHBIM KapuMOTHU-
TIIOM, YaCTBIMI JIe/IEMAMM T€HOB-CYIPECCOPOB, Pa3INIHbIMU
comarnyeckumu Mytauysimu. CoBpeMeHHbIe MOJIEKY/ISIPHO-Te-
HeTUYeCKMe METObI CIOCOOCTBYIOT M3yIEHMIO OMOTOrMYECKIX
" TTaTO(PUBNOIOTMIECKIUX 0COOEHHOCTeI OIyXO/M U, KaK CIIefi-
CTBMe, IEPECMOTPY TEPAIEBTIYECKIX IIOJXOTO0B.

PackppiTiie MHTEpPecOB. ABTODBI J[IEKIAPUPYIOT OTCYT-
CTBHe SIBHBIX U MTOTEHIMA/TbHBIX KOHQIMKTOB MHTEPECOB, CBA-
3aHHBIX C TyO/MUKaIVelt HaCTOSIIEl CTaTbN.
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Cnmcok cokpaumeHmii

BOITJIK — GnactHast OmyXoib U3 IIa3MOLUTONIHBIX ICHAPUTHBIX KIETOK
BO3 — BcemupHast opraHu3anus 34paBoOXpaHeHUs

NJI — unTepneiikun

ITJIK — n1a3MOLUTONIHbIE IEHAPHTHBIE KIETKU
Hb — remorobun
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