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Onyxorb 13 BracTHbIX NNa3MOLMTOMAHBIX AeHAPUTMYECKUX KeTok (OBMOK) — KpaitHe penkuii BapuaHT
remobnacTtosa. [peacTaBneHnst 0 ero KNETOYHOM NMPOUCXOXKAEHUM ApaMaTUUeCKN MEHAMUCH MO Mepe
MOABMEHMS HOBbIX AA@HHbIX O MOMEKYNAPHO-BMONOrMYECKNX U UMMYHOMOMMYECKUX XapaKTePUCTUKax
onyxonu. B pabote paccMmoTpeHbl knuHnyeckune ocobenHoctn OBMIK, umMtonornueckune, Mmopdo-
MMMYHOJIOTMYECKMe 1 MOSeKynApHO-reHeTuyeckune kputepum guartoctukn OBMOK. C yueTom penkon
BcTpevaemocTn OBMIK, BecbMa CNoxHON AnarHOCTuKKM, TpebyloLlei NOCTaHOBKU pacLUMPEeHHON
AMarHOCTUYECKOWN NaHenu aHTWUTenN, CTaHOapTHble TepaneBTUYEeCKMe Noaxoibl He paspaboTaHbl.
Vicnonb3yloTca NPOTOKOSIbl XMMUOTepanuu 0CTPoro NMMobacTHOro M 0CTPOro MUENOWAHOIO J1eNKo3a
c/6e3 nocnenyioLLeit ayToNorMyHoR/anmnoreHHoM TpaHCNIaHTaUUy KOCTHOrO Mo3ra, HO pe3ynbTaTbl
OCTaloTCA HEeyA0BETBOPUTENbHBIMU. BriepBbie B OTEYeCTBEHHOW NuTepaType NpUMBOAWTCA OnMcaHue
OBMNOK y pebeHka 14 net. MNpepnctaBneHa aeTanbHas KAMHWYECKAs XapaKTEPUCTUKA 3TOM PEaKon
OMnyxomnu, pesynbTaTbl JEPMaTOCKOMUU, FMUCTONOMMYECKNE, UMMYHOSIOMMYECKME N ee MOJIEKYNsApHbIe
ocobeHHoCTH ¢ audbchepeHLManbHO-ANarHOCTUYECKUX NO3NLIMIA. PoguTenu nauveHToB ganu cornacve
Ha 1cnonb3oBaHve HdopMaLmm 0 pebeHKe B HayUYHbIX UCCNefoBaHUAX 1 MybnmKaumsx.

KnioueBble cnoBa: onyxosb M3 61aCTHbIX MIa3MOUNTOURHBIX BEHAPUTUYECKMX KITETOK,
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Blastic plasmacytoid dendritic cell neoplasm (BPDCN) is an extremely rare hematologic malignancy. Our view of the cellular
origins of this kind of tumor has been changing dramatically with the emergence of new data on the molecular biological and
immunological characteristics of the tumor. This article discusses the clinical features of BPDCN, as well as the cytological,
morphological-immunological and molecular genetic criteria for BPDCN diagnosis. Taking into account the rare incidence of
BPDCN, as well as its rather complex diagnostic procedure, which requires an extended diagnostic antibody panel, standard
methods of therapy have not been developed. Chemotherapy protocols for acute lymphoblastic leukemia and acute myeloid
leukemia are used, with/without subsequent autologous/allogeneic bone marrow transplantation, but the results remain
unsatisfactory. For the first time in Russian cancer research, this article provides a description of BPDCN in a 14-year-old child.
A detailed clinical analysis of this rare tumor is provided, as well as dermatoscopy results and a description of the histological,
immunological and molecular features of BPDCN, from the point of view of differential diagnosis. Parents patients agreed to use
personal data in research and publications.
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KJIMHUYECKWUE HABJIOOAEHUA

Myxonb 13 BNacTHbIX MNa3MOLMTOUAHBIX OEH-

npuTuueckux knetok (OBMOK) snepsble bbina

BbllefleHa B KnaccuuKaumum onyxonen Kpo-
BETBOPHON ¥ nNuMdonaHOW TkaHen BcemupHoi opra-
HM3auum 3apasooxpaHerus (BO3) B8 2017 rogy. Mpw
nepecMoTpe MopchOMMMYHOSOMMYECKMX AaHHBIX U KIN-
HUYECKMX 0CODEHHOCTEN FrEMONO3TUYECKUX OMYyXOmew,
okasanocb, uTo paHee OBIMOK oTHocunack K rpynne
NK-kneTouHbIx onyxonen n obo3Havanacb Kak arpa-
HynspHas CD4*/CD56* rematonepManbHas onyxoss,
BnactHasa NK-knetouHas numdpoma, nenkos mu3 arpa-
HynapHbix CD41 NK-kneTok, 6bnactHasa NK-knetouHas
numdpoma/neitkos [1, 2]. Tem He MeHee nuMdbona-
Hasi npupopa OBIMOK fo cux nop BbI3biIBaeT COMHEHMS,
MOCKOJIbKY MpWU aHanu3e Npounst SKCNPeCcCUn reHoB
nokasaHo ee Buonornyeckoe CPOACTBO C MUENOUAHbBIMM
OMyXOMnAMM.

HecMoTps Ha cyLlecTByioLLMe NPOTUBOPEYNst OTHO-
CUTeNbHO BMONOrMyecKon NpUpPoAbLI ONyXonu, CoBep-
WeHHo ouyeBuaHo, uto OBMOK — kpaviHe pepnkoe,
arpeccuBHoe onyxosieBoe 3abofieBaHne reMonoaTuye-
CKOW Npupofbl, MPOVCXOAsLLee U3 NpeiLlecTBEeHHUKOB
NNasMoLMTOUAHbLIX AEHAPUTUYECKMX KneTok («npodhec-
CUOHasbHble» KNETKWU, NPOAYyLMpYIOLLMe UHTEPCDEPOH
| Tvna), y4acTBylOLMUX BO BPONKAEHHOM WMMYHHOM
otsete [3-5].

B cBfI3M C pemkoil BCTPEYaeMOCTbIO, MBMEHEHNEM
npencTtaeneHuin o natoreHese OBMOK n MeHsiowencs
HOMeHKNnaTypon oueHuTb 3abonesaemocTb OBIMOK
KpaiiHe CnoxHo [6]. B coOTBETCTBUM C pa3pO3HEHHbIMU
AaHHbiMK B EBpone n CLUA yactoTta OBl[K B cTpyKTYype
reMonoaTMyecknx HoBoobpasoBaHui cpeamn BCcex BO3-
pacTHbIX rpynn nauuneHtos cocTtasnset 0,44%. 3abo-
NeBaloT NpPenMyLLIECTBEHHO MysuuHbl (B 2,5-3,3 pasa
uyalLe skeHLwmH). CpenHuii BospacT 3aboneBLIMX Bapbu-
pyet ot 60 no 70 net [7-9]. OgHako onucaHbl cry-
yan BO3HWKHOBEHMS OMyXxonu B Boniee MOSI040M, B TOM
uncre netckoM Bospacte [10, 11].

B knuHuueckon kaptuHe OBIMK obpallatoT Ha cebs
BHMMaHWE reTeporeHHble MNOPaXeHNUs KOXMW. INeMeHTbI
MOryT BbITb NPEACcTaBneHbl COMUAHBIMU WU MHOXE-
CTBEHHbIMK Be3b0Me3HeHHbIMU O0Yaramu, pasnuyaio-
LLMMKCA MO LBeTY ¥ chopMe: MaKynaMmu, y3enkamu unm
CMUBHBIMU UHPMNBbTPaTaMu C OMONETOBLIM OTTEHKOM,
HaMOMMWHAIOLLIMMU CUHSAKK, reMopparun. ConuaHble Kox-
Hble MPOSB/IEHWS Yalle NOKANM3YIOTCA Ha NULE U HUK-
HUX KOHeyYHocTsX, fgocturas bonee 10 cM B omameTtpe.
Bo Bcex cnyvasix 6e3 npoBefeHUs NeYEeHNUs 3NIEeMEHTbI
MOPa)KeHUA KOXKM MMEeIoT TeHOEHLUMIO K pacrnpocTpaHe-
Huio [9, 12, 13]. Cpenw BCcex nepeuUHbIX JIMMCIOM KOSKM
OBMAK coctasnset npumepHo 0,7%. Mpu aToM ume-
loTcs crnyyaun 3abonesanus 6e3 MHMLMANbLHOMO nopa-
KEHUSI KOXM, B TOM Yucne nenkemmnyeckne dopMbl
(c NepBMYHLIM BOBJIEUEHWEM KOCTHOrO MO3ra), cocTas-
nsiolme MeHee 1% Bcex ocTpbix Neiko3os [7, 14-16].

Mpy Nopa)XeHUn KOCTHOIrO MO3ra B KPOBU OMpenens-
loTcA TpoMbouuTOoneHus, aHemMus, obHapyuBaloTCA
onyxonesble kneTkn. Pexe npu OBMNOK npouncxoont
BOBMeYeHVe NMMQaTUYECKnX y3roB, CENe3eHKN, LieH-
TpanbHOW HEPBHOW CUCTEMbl, MUHAAMWH, MEYEHH,
MACKUX TKaHemn, OKONTOHOCOBbLIX Masyx, Nerkux, rmnas
[9, 17-21].

MpW rMCTONOrMYECKOM WCCNEROBAHMMN MOPaXeH-
HOM TKaHM ONyXO0feBbln UHPUNLTPAT NpeacTasneH
nneoMopdHbIMK KNeTkaMu. B crnyvasix nopaskeHus
KON OMyXOneBble KNeTkM UHAUNbTPUPYIOT AEepMy,
B MeHbLLEW CTENEHN — 3NUAEPMUC U MOAKOXKHYIO KneT-
yaTKy. KneTkaM npucylua HenpaBuibHasa dpopMa sgpa
C PaBHOMEpPHbIM pacrpefenieHneM HesKHOro XpoMaTuHa,
1-3 AppbiwkaMmn, N CKYAHOE UM YMEpPEeHHoe Konuye-
CTBO uuTonnasmbl [22]. Mpu Buoncum BOBRNEYEHHOrO
MM aTUYEeCKOro ysna rmcTonorMyeckn onpenenseTcs
onddy3HbIA POCT OMYXONW B MHTEPCDOMUKYIISIPHOM U
MedySIsSipHON 30Hax, Npu 3ToM B-30HblI NuMdbaTnye-
CKOrO y3ra WHTaKTHbI. [1py nopa)eHnn KOCTHOro Mo3ra
Mopdbosiormyeckas kapTuHa BapvabenbHa: onyxosesble
KNeTKn MOryT pacnofiaratbCa B BUAE OYAXKOB Cpeau
3/1IeMEHTOB MMENonoa3a, a Takxe AuddysHo Bbinon-
HATb KOCTHOMO3rOBble NMONOCTW. KpoBeTBOPHas TKaHb
Ha COXPaHHbIX yYacTKax — C MpU3HaKaMn peaKkTUBHOW
OMCMNasun, B YaCTHOCTU, C SBMEHUSIMU PEaKTUBHOIO
QMCMerakapuounTonoasa. [nA onyxoneBblX Kie-
TOK, 0BHapyuMBaeMbIx B nepudyepuyeckon KpoBmu unm
acnupaTtax KOCTHOrO MO3ra, XapakTepHO MpUCyTCTBMe
MenikKuX BaKyoneln BBnusm umMTonnasMaTuyeckom Mem-
Bpabl [22].

Mp¥ LMTOXMMUYECKOM UCCMEfOBaHUM OMyXOJSeBbIX
KIEeTOK OTMeYeHbl HeraTuBHbIE peakuumn ¢ anbda-Had-
T1n ByTMpaT acTepason, xyopaLuerTart 3cTepason U Mue-
NOMNepoKcHaa3oN.

MIMMyHOrncToxmMmyeckoe nccrnepgoBaHme no3so-
NAET ONPEenenuTb 3KCMPECCUI0 OMYXONEBLIMU KIeTKaMu
CD4, CD56, CD43, CD45RA B COBOKYMHOCTW KakK MWUHU-
MYM C OOHMM MapKepoM, acCOLMWPOBaHHbLIM C Mas-
MOLIMTOUOHBIMW feHapuTUYeckumu knetkamu: CD123,
TCL1, CD2AP, CD303/BDCA2 u uHTepdepoH | Tun-3a-
BUCMMas Mofekyna MX1. Kpome Toro, onpegensetcs
akcnpeccuss TCF4 (TpaHCKpMMNUMOHHOIO (haKTopa,
UrpaloLero BasHyl pofb B pasBUTUM MNasMoLMTO-
WOHBIX LEHAPUTUYECKMX KIeToK). HekoTopble criyuan
XapaKTepuayloTCca MonoskuTensHon peakumei ¢ CDS,
CD2, CD36, CD38, CD79a, CD33, CD68 — mapkepamu,
TUMNWYHBIMU L1 3PENbIX NNa3MOLUMUTOUAHBIX AeHAPUTH-
ueckux Knetok (MOK), obHapymmaeMbiMm B 50-80%
cnyuaes [6, 8, 23-26]. Granzyme B, perforin, TIAL u
LpYyrue LUTOTOKCUYECKME MOSIEKYSbI NPU UMMYHOTW-
CTOXMMWUYECKOM UCCMNEA0BaHUM Ha KIeTKax OMyXonu He
onpepensioTca. Peakumn ¢ aHTUTENaMmn K MUMENONepoK-
cupase, CD3, CD13, CD16, CD19, CD20, lysozyme; EBV
B OMYXOJIeBbIX KreTkax HeraTueHbl [27]. OBMOK moskeT
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XapaKTepn30BaTbCS IKCMPECCUEN U APYIrUX aHTUIEHOB,
He TUNWUYHbIX ANA HopManbHbIx MOK, Takmx kak BCL6,
BCL2, IRF4 [28]. B 25-30% (vaLle y neteit) onpenens-
etca S100. He meHee BapnabenbHa akcnpeccus ony-
xoneBbiMu knetkammn TdT, KoTopasi onpegenseTcs B
10-80% kneTok. 1o faHHBIM UMMYHOMMCTOXMMUYECKOTO
nccnenoBanus, akcnpeccua CD34 Ha knetkax OBMOK
He BbISIBMISIETCH, HO NPV NPOBEAEHUM NPOTOYHOW LUTO-
hyopuMeTpun B Criyuasx NopaskeHUsi KOCTHORO Mo3ra
akcnpeccuio CD34 obHapyskusaioT y 17% naumneHTos.
NHpekc nponudbepaTMBHOM aKTUBHOCTU, OLLEHUBAEMbIN
npu peakuun ¢ aHTUTENamu K Ki-67, coctaBnseT oT
20 po 80%. MNonobHas BapuabenbHasi 3Kcnpeccust Map-
KepoB OMyXOSEBbIMM KIETKAaMM MOXET OTpaxaTb dhop-
MUpOBaHWe CybKIOHOB, KOTOPble MOSIBAAIOTCA B XOLE
oHkoreHesa OBIMIK.

OundbdepeHumnansHas guartoctvka OBMNOK pomkHa
NMPOBOANTLCA C uMcpoMaMu, ocTpbiMu nuMdpobnacT-
HbIMU M MUESIOUOHBIMM JIEKO3aMK, @ TaKKe C LUMPOKNUM
CneKTpoM 3aboneBaHuii, CONPOBOXKAAILLMXCS MPONN-
hepaumelt 3penbix NNasMOLUTONAHBIX LEHAPUTUYECKMX
knetok (M3MOK). 3To cocToAHMe oTnMYaeTca Mopdo-
noruyeckow 3penoctbio MIOK 1 oTcyTcTBMEM 3KCMNpec-
cun CD56; KMUMHMYECKM MaHUECTMPYET MOPasKEHNEM
KOXW: MaKyfnamu, nanynamu, pexe ysenkamu, B COBO-
KYMHOCTU C BOBMEUYEHUEM TIUMADaTUUECKMX Y3MOB U/WUin
MHpunbTpaumen koctHoro mosra. MN3MOK HenameHHO
accouumMpoBaHa ¢ MUENOMAHbIM HoBoOBpasoBaHWeM —
Yalle XPOHMYECKUM MUENOMOHOLMUTAPHBIM NIEMKO30M,
MUENOANCNNIAaCTUYECKUM cruHapoMoM unn OMJT [5, 29,
30]. Mpu ocTpbix MUenonaHbIx neikosax (OM1) u mMue-
MOVAHBIX CapkoMax, 0cobeHHO BapuaHTax C MOHOLM-
ToMaHON andpdpepeHLMPOBKOM, BO3MOMKHA IKCMPeccus
CD4, CD56, CD123, uto TpebyeT Mcnonb3oBaHWA pac-
LUMpeHHoM auddepeHLManbHON OUarHOCTUYECKOWM
MaHenu aHTUTen Npy NPoOBEAEHUN UMMYHOrMCTOXUMU-
YECKOro MCCMefoBaHMs U LUMTOrEHETUYECKOrO aHanmsa
015 ycTaHoBNeHus anarHosa OBIOK.

XpoMocoMHble abeppaumn BCTpeyaloTcs NpUMepHO
y 50-60% nauwnenTos ¢ OBMNAK, npu atom B 70% cny-
4yaeB OTMeYeHbl TpU 1 Boree XpPOMOCOMHbIE aHOMasuK.
Hanbonee yacTble NoBTOpSAIOLMECA CTPYKTYPHbIE Nepe-
CTpOViKM 0BHapymuBaloT B XxpoMocoMax 12p (12p13),
9 (9p11-p13 v 9912-q34), 4 (4q34), 13q (13g12-g31),
5q (5934 vnu 5g21), 6q, 15q, 4TO COOTBETCTBYET ferne-
LMAM reHOB-OHKOCYNpeccopoB, Takux kKak CDKNI1B,
CDKN2A/CDKN2B, RB1 v pp. [17, 31, 32]. OTMeueHbI
MyTaLMW FeHOB, y4acTBYIOLLMX B MpoLeccax MeTunmpo-
BaHust [HK, — 370 eLle oauH chakTop, NaToreHeTnYecku
cbnukaiowmii OBIMAOK ¢ OMJT n MyenopucnnacTMyeckum
cuHopomom (MAC).

B xone onkorexesa npu OBIMNOK npoucxogut akTn-
Baumsi curHanbHbix nyTen Notch, BCL2 n NF-kappaB.
AHanu3 3KCMpeccuu reHOB MOATBEPNKAAET CXOA-
cteo OBMNAK c OMJ1. J. Menezes v coaBT. npoBenu
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CpaBHeHWe «MofekynspHoro noptpeta» OBINOK c 368
reHamu, auddpepeHLMpPOBaHO 3KCMPECCUMPOBaHHbIMU B
MWENOUAHBIX U NIMMDOULHBIX KIETKax-NpeawecTBeH-
HULax. MccnenoBaHve npogeMoHCTpupoBano bonbluee
CXOACTBO MonekynapHoro npodpuns OBMNOK ¢ Muenounn-
HbIMW NPeLLLIECTBEHHVKAMM, OQHAKO CPaBHEHWe npodu-
new OBMNAOK, OMJ1 u octporo numdgobnacTHoro nemkosa
(ONJ1) He NO3BOMMIIO OLHO3HAYHO OTHECTU OMyXOSlb
k OMJ1, nockonbky onyxonb pasgenset ¢ OMJ1 n OJ1J1
[Ba pasHblx Habopa AeperynupoBaHHbIx reHos [33].
Mo pesynbTaTaM TapreTHOro CEeKBEHWPOBaHUS BbIAB-
MeHbl MyTaLMKM reHoB, COBMafaloLLMe C TaKOBbIMY MK
MuenoupHbix onyxonsx. Cpean Hux myTaumm TET2,
TP53, ASXL1, chaktopos cnnavicuHra PHK, reHos, yya-
cTByloLMX B MeTunuposaHun [IHK n pemopenuposa-
HWW xpoMaTuHa [34, 35]. B uccnegosanuu J. Taylor u
C0aBT. U3yyeHa MyTauusa ¢ notepen yHKUMM chakTopa
cnnawcuHra ZRSR2 y naumnenTos ¢ OBMOK. Vccnenosa-
Tenv NpeanonoXunu, uto bornee yacTtas BCTPEYaeMoCTb
3aboneBaHMA y My)KUMH CBSizaHa C JloKanusauuen
ZRSR2 8 X-xpomocome [36].

3Tvonorus, nexaiuas B 0CHOBE OMyX0neBon TPaHC-
dhopMaLMM reMono3TUYECKMX NPEALLeCTBEHHUKOB MpK
OBMNAK, octaetcsa HeacHon. Y 10-20% 3abonesumx go
MaHudecTaumm OBMNIOK pnarHocTMpoBanuch WHble Ki1o-
HanbHble remMaTonormyeckue 3aboneBaHusi, BKIlYas
MIC, XpoHNYECKUA MUENOUAHBIN NENKO3, XPOHUYECKHMI
MWenoMoHoLMTapHbIi neikos, OMJ1. B coBokynHo-
CTV 9TO He WCKITIoYaeT BO3MOKHOCTM TpaHcdopMaLmm
OMyXOSeBOro KIOHa B Psie Cry4YaeB ¥ KOCBEHHO MOA-
TBepkpaeT 61m3ocTb 3abofieBaHNsA K OMyxonsM MUeno-
uaHoro paaa [9, 12, 17, 371

MporHo3 ans OBMOK kpaiHe HebnaronpusaTt-
Hbil. B HacTosLlee BpeMs He cyliecTByeT obuienpu-
HATOro cTaHpapTta neyvenus OBMOK B cBA3n ¢ pepkon
BCTPEYaeMocCTblo 3abofeBaHns U MasnbiM KOIMYECTBOM
MPOCMEKTUBHbIX/PETPOCNEKTUBHBLIX UCCMEeaoBaHUA npu-
MEHEHUSI CYLLECTBYIOLLMX PEXMUMOB XMMMOTEpPanuu.
BonblWMHCTBO MMelLWmXCs CO0BLLEHNA CBMAETENb-
cTByeT 06 3pHEKTUBHOM LOCTUNKEHUM MOSTHON peMUc-
CUM NPU UCNONb30BaHWUN CXeM fieveHust, nogobHbix OJ1J1
(ALL-like), OMIT (AML-like) » HEXOmMKUHCKMX MMMJIOM
(CHOP-like, hyper-CVAD) y B3pOCIIOr0 KOHTUHIeHTa,
0fHaKO peuuaunBbl C MOCMefyloLlen NeKapCTBEHHOM
YCTONYMBOCTbIO HEMUHYEMbl B abconioTHOM 6onb-
LUMHCTBE CNyYyaeB C OOCTMKEHMEM MefmaHbl obLen
BblxkMBaeMocTn (0B) 12-14 Mec. AnnoreHHas v ayTo-
nornyHas TpaHcnnantaums MCK (TMCK) nossonseT npo-
O0MTb 0BLLYI0 BbIXXMBAaeMOCTb B CPeAHEM [0 2—4 neT
[1, 38, 39].

OBMNOK KnnHMYeckn MeHee arpeccvBHa npu BO3-
HMKHOBEHMM B paHHeM BoapacTe (< 18 net). B coob-
weHun A.G. Jegalian v coaBT. cpenn 25 3abonesLumx
netevt OB coctaBmna 75%; beccobbiTuiiHas BbixxuBae-
MocTb (BB) — 64% mpu cpeoHein NPOLOMKUTENbHOCTH
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Habnopenus 30 mec. (oT 9 Mec. go 13 net). Cpeau
7 nauneHToB Be3 MHMUMANbHBIX KOMKHbIX NMPOSIBIEHUN
BbIXXMBaeMocTb coctasuna 100%, npu aToM naTepo
)KMBbI Ha NPOTSKEHUM S NeT Nocne yCTaHOBNEHNS ana-
rHosa, a TI'CK Bbina npoBefeHa TONbKO ABYM U3 HUX.
B uncne 18 naumneHToB € M3HaYanbHbIMKU KOXHBIMW MPO-
ABeHNAMMN 3aboneBaHnst U QOCTYMHbIMU OaHHbIMK O
nepuope HabnoaeHus wusbl 11 (61%). Mpu aToM neye-
Hue no OJ1JT-nopoBHbIM cxeMaM, COOTBETCTBYIOLLMM
BbICOKOMY PUCKY, Bbifio npoBefeHo 14 nauueHTam; no
HXIM-nopobHbiM — 6; no OMJ1-nopgobHbIM pexkumam —
2 naumeHTtaMm. AnnoreHHylo TICK nposenu 6 petam;
OB cocTasuna 67% (4 u3 6 geteit), a 'y 2 u3 4 naumen-
ToB TI'CK BbINOMHMAM NOCMe LOCTUKEHUS BTOPOM NOJi-
Hol pemuccum [40]. dakTopamu HebrnaronpusTHoOro
nporHosa npu OBIMOK okasanuch HM3KasA akcnpeccus
TdT, CD303*, Hu3Kuin ypoBeHb Ki-67, neneuuny c Bosne-
ueHneM CDKN2A/B v MyTaumn reHoB, OTBETCTBEHHbIX
3a npoueccol MeTunuposanusa OHK.

AKTMBHO M3yyaloTCH BO3MOMKHOCTW TapreTHOW
Tepanun OBMNAOK. Tak, B cBA3n ¢ akcnpeccuen BCL2
OKasanocb BMONOrMYEeCKN OMNpaBOaHHO Ha3HayeHwue
nHrnbutopa BCL2 — npenapaTa BEHETOKMAKC, KOTOPbIN
NO3BOMAET MOSYYNTb YACTUYUHBIA/MOMHBIA NPOTUBOOMY-
XoseBblit oTBeT (Nepuoa HabnopeHUs 3a 60MbHBIMU — OT
3 o 10 mec.) [41, 42]. CooblaeTcsa 06 adhdheKTUBHO-
cTn bopTtesomunba n neHanugomuia B neyeHun OBMOK
[43, 44]. C yueToM KpaiiHe pefKoil BCTpeuyaemMoCTy
OBMIK n crnoxHocTel ee AMarHOCTUKN KaxAbl HOBbIN
cryyan npefctaensieT 6OMbLIOK MHTEPEC C KIMHUYe-
CKUX U IMarHOCTUYECKUX MO3ULWIA.

KNMUHUYECKUIA CINYYAN

BonbHow Y., 14 net, 3abonen B aBrycte 2018 ropa:
Ha AroguyHon obracTu cresa Mmocrne TpaBMbl MOSABU-
NOCb rUMNepeMMpoBaHHOe YMOTHEHWe OKOMo 2 CM B
OMaMeTpe, KOTOpoe B TeYeHue 2 Mec. YBeNIMuumnoch
npuMepHo B 2 pasa. OQHOBPEMEHHO MPOMCXOAMIIO CHU-
JeHne anneTuta u Maccol Tena (3a 5 Mec. Ha 15 kr).
B Hosibpe 2018 ropa y pebeHka nosBunocb 3aTpyn-
HEeHMe HOCOBOro AblXaHWs, OH Obl1 KOHCYNbTUPO-
BaH negnaTtpoM, JIOP-BpayoM no MecTy KUTEMbCTBA.
Mpu ocMoTpe 0bHapysKeHO pa3pacTaHue afeHOUHbIX
BereTauuii; NpoBefeHa afeHaKkTomusa Be3 nocnepyio-
Lero rucroniornyeckoro uccnenosanus (06.12.2018).
Yepes 2 Hegenu nocne onepauuy NOSIBUIMCH BbiCbina-
HUSi Ha Tene, HamoMuHaloLWwwme cuHsAKK. [pu obpalueHnm
K mepMaTtonory bblyl peKOMeHLOoBaH LeKcaMeTasoH —
8 Mr/cyT. NeueHue B TeueHue 2 aHeit (30 u 31 nekabps
2018 r.) — be3 adhdpexTa; NsATHa PacnpoCTPaHUINCh Ha
KOY nnLa, oTMeyanach BblpaxkeHHas cnabocTb 1 6onm
B cycTaBax. bonbHoi obpatunca B npuemHoe oTAe-
neHve POKB no mecTy xuTenbcTBa, roe npu obene-
LOBaHMKM B 00LLEM aHanunse KpPoBM ObINO BbISABMEHO
CHWXeHWe remornobuHa u TpomMboumTOoB, MMMGOLMUTOS:

remornobun — 93 r/n; aputpoumntbl — 3,1 x 10%%/n;
TpomBouuTbl — 128 x 10%/n; neikoumntsl — 4,4 x 10%/n;
rpaHynoumntsl — 11,6%; MoHoOuMTbl — 6,2%; nMMdoumThI
- 82,2%; CO3 — 16 mMM/u. MauueHTa ocMoTpenu neam-
aTp, LETCKUM OHKOMOr: NpeanonoxeHo 3abonesaHune
KPOBETBOPHOW cucTeMbl. [ina poobcnenosaHus, ycra-
HOBMEHWS AMarHo3a v onpenenieHns nevyebHon TaKTUKM
BonbHoM 6bIN HanpasneH B HUAW peTckol oHKomorum
n rematonorun HMUL onkonorum um. H.H. bnoxuHa
Munsapasa Poccuu (nanee — HAW [10T7).

Mpu noctynnexun 8 HAW OO (09.01.2019) cocTo-
AHne pebeHka Taxenoe, obyCnoBNeHHOE UHTOKCKKa-
LMOHHBIM U @aHEeMWYECKUM CUHAPOMaMM, OMyXONeBbIM
npoueccoM. Co3HaHne acHoe. OTMeYeHbl NOTMBOCTD,
cybdebpunuteT. MMnepnnasus geceH. KoskHble MOKPOBbI
BnepnHo-cepble. Ha Koxe rpyaun, mney, HUKHUX KOHeuy-
HOCTEeW AMCCEeMUHUPOBAHHAsA CbiMb. CUHIOLLUHbIE CIUB-
Hble MaKyno-nanynesHble 3feMeHTbl, neTexun, 6es

PucyHok 1

BHelwHui BUA nauueHTa Y. npu NoCTYNAEHUN B OTAENEHNE:

A — nopasxeHue Koxu nuu; b — nopaxeHue KOu NEBOI ArOANYHOM
o6nactu (poTo NpesocTaBneHo ¢ cornacus poauTesnei naumexTa)
Figure 1

The outward appearance of patient Y. involvement on presentation:

A - facial skin; B — left gluteal region skin (photo provided with parental
consent)
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3yda U WenyLweHns. Ha Koxe Llek — cepo-umMaHoTny-
Hble NSATHA, HamoMuHaloLWWMe CUHAKK (pucyHok 1 A).
Ha neBson srognuyHoi obnactu — onyxonesoe obpa-
30BaHuMe B BUAE y3fla C POBHbIMU, YETKMMU Kpasmu,
OKpYrnow opMbl, CHHIOHO-BarpoBoro LBeTa, HepaB-
HOMEPHOM NMUrMeHTaLMK, BO3BbILLAIOLLEECS Haf, NOBEPX-
HOCTbIO KOXM, IMaMeTpPOM 0KoJflo 5 cM. [ToBepXHOCTb
obpasoBaHus bes wenyuwenus, cyxasa (pucyHok 1 B).
Mpw mepMaTocKoNUM OTMeYeHbl NONMMOpPdHbIE KpyM-
Hble CMHIOLLHO-6arpoBble MATHA, CNMBAIOLLMECS MesKaY
cob0oI; NPM3HaKM NMOpa)KeHUs KOKU MenaHOLMTapHOM
npupobl oTcyTcTBOBaNM (pucyHok 2).

Mepudepuyeckme numdaTnyeckme ysnbl Mpu
nanbnauum He yBennyeHbl. Co CTOPOHbI AblXaTeNbHON
¥ CepaeyYHO-COCYAMCTOW CUCTEM MPM OCMOTPE MaTono-
rMv He BbisiBNeHo. X1BOT NpW nanbnauuv Markun, tes-
BonesHeHHbIN; NeveHb NpY NanbnaummM U NEpKYCCUK He
yBEnuYeHa; ceneseHka npu nanbnaumu +1 cM us-nopg
Kpas pebepHoW oyru, Kpain 3aKkpyrfieH, MIoTHO-31acTu-
yeckuin, besbonesHeHHbIn. Pusnonornyeckme oTnpas-
NEHWs B HOpMe.

06unii aHanms kposu (09.01.2019): neikoumnTbl —
3,08 x 10°/n; remornobux — 68 r/n; rematokput — 20%:;
TpoMbBountsl — 125 x 10%/n; HenTpodunbl — 23,4%;
numdpounTbl — 58,7%; MoHoUMTbI — 9,7%; 303MHOOUDI
- 5,1%; 6azocbunbl — 1,1%; bnactbl — 2%.

Mokazatenun koarynorpammsl (09.01.2019) ocTa-
Banucb HopManbHbiMu: AYTB — 30 cek; doubpuHoreH
— 280 Mr/nn; npoTpoMBuH no Keuky — 83%, npoTpoMbm-
HoBOe Bpems — 12,4 cek.

Buoxummuueckuii aHanus kposu (09.01.2019):
rniokosa — 5,1 MMonb/n; KpeaTuHuH — 80 MKMonb/m;
BunupybuH obwmnii — 23 MKMonb/n; BunupybuH

PucyHok 2

[lepMaTockonmuyeckas KapTMHa onyxoneBoro obpa3oBaHus nesow
AroanyHon obnactu

Figure 2

Dermatoscopic image of the tumor in the left buttock area
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npsiMoit — 7,7 MkMonb/n; obwumii 6enok — 63,8 r/n;
ANT—-41,2 En/n; ACT - 28 En/n; JIAI — 413 En/n; wenou-
Haa dpocpaTasza — 95 En/n; kanuin — 4,62 mmonb/n;
Kanbuuii — 2,23 MMonb/ .

KomnbloTepHas Tomorpachus (KT) opraqos rpyn-
Hovi knetku (09.01.2019): NaTonorMyecknx NsMeHeHui
CO CTOPOHbI JIEFOYHON TKaHW, OPraHoB CPEAOCTEHUS U
KOCTHON CUCTEMbI Ha UCCIIef0BaHHOM YPOBHE He O0TMe-
yeHo. B npaBoi 1 neBoi BepXHEYENIOCTHBIX Masyxax,
B N106HOW Nasyxe Oonpeaensnocb NPUCTEHOYHOE YTOS-
LLeHWe crm3ncTon — MakcmuManbHo 1o 0,7 cm. Otme-
Yaniocb CHUMKEeHWe BO3LYLUHOCTU KIEeTOK peLleTyaToro
nabvipuHTa cnpaBa. [aTonornyeckunx obbeMHbIx 0bpa-
30BaHW B HOCO- M POTOrJIOTKE He BbiiBIEHO. [1eCTpyK-
TUBHBIX U NMEPUOCTasIbHbIX M3MEHEHWUI B KOCTSX Yepena
He 6bi10.

YneTpassykosoe uccregosaHue (Y3W): nepudpe-
puyeckme n 3abplolwnHHbIE NMUMdaTUUYECKUE y3nbl
He yBenuueHbl. B obnactu BepxyLky cepaua — ua-
kocTb crnoem 0,9 cM. B bplowHOW NonocTu CBO-
BooHOM XWOKOCTW, AOMOSNHUTENbHbIX 0BBEMHbIX
obpasoBaHMin He BbiABNeHo. leyeHb cpenHeln 3xo-
FeHHOCTWU, OQHOPOAHAs, COCYLUCTbIA PUCYHOK He
YCWUIIEH, KOHTYpbl pOBHble. HWKHSAS nonas BeHa
npoxoguma 6e3 npusHakoB Tpombosa. [lopxeny-
LOYHas Kenesa HopMalsbHbIX pa3MepoB U CTPYK-
Typbl. CeneseHka ysenuueHa — 17,6 x 7,7 cM™;
CpenHe 3XOreHHOCTH, CTPYKTypa ofgHopopHas. [ouku
pacnososeHbl TUNNYHO: NpaBas — 9,2 x 3,4 cM; nesas
- 9,6 x 3,5 cM. YaleyHo-noxaHouHas cucTemMa He pac-
LUMPEHa, KPOBOTOK — OO Kancynbl. MoyeBoW My3bipb
BbINOJIHEH Cnabo, CTEHKM TOHKME, MPOCBET aH3XOM eHHbIN.

Y3U onyxoneeoro obpa3oBaHusa 51eBoM Aroany-
Ho¥M obriacTu. KPOBOTOK B HEM Kak apTepuanbHoro,
Tak 1M BEHO3HOr0 CMeKTpa; pacnpefeneHne COCynoB
— ouddysHoe, HepaBHOMEpPHOE; pa3Mep Yy3MOoBOro
obpa3soBaHusa — 4,6 X 1,5 X 4,7 cM; 3a rpaHvLbl NOLKOK-
HO-)KMPOBOIO CIOS HE BbIXOAMT.

LinTonornyeckoe mccrnenoBaHne KOCTHOMO MO3ra
(09.01.2019) nokasarno, 4To MyHKTAT KOCTHOrO Mo3ra
CPEenHEKETOYHbI, NOMMOPMHbLIN. BnacTHble KNeTku
cocTtaBnanu 16% (Makpo- 1 Me30dIopMbl, C BbICOKUM
W YMepeHHbIM iAepHO/LMTONNasMaTUYeCKUM COOTHO-
LUEHWEM, OKPYIIbIMK U CKNagyaTbiMu sgpamu, crabon
6asodoununen uMTonnNasmbl, B eAUHUYHBIX — BaKyOn-
3auud). YeenuueHo Konuyectso numdountos (49%),
3HauUMUTeNbHAas YaCTb KOTOPbIX — LUMPOKOMa3MeHHble.
Mo MopdhonormyecknM npuaHakam yacTb NMMAOLMTOB
KpalHe cnoxHo bbino andhdpbepeHumpoBath ¢ bnact-
HbIMW KNETKaMu. [ paHynouMTapHbIi POCTOK YMEHbLLEH
(24,6%); apuTpounaHbIt — cHuskeH (9,4%). Merakapu-
OUMTbl NMPUCYTCTBOBANM B AOCTAaTOYHOM KOJIMYECTBe
(pucyHok 3 A).

10.01.2019: npoBeneHO panukanbHOe UCCeYeHUe B
npenenax 300pOBbIX TKAHEN OMyxof1eBoro obpa3oBaHus
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PucyHok 3

UuTonormyeckas kaptuHa: A — KOCTHOrO Moara nauueHTa Y. (okpacka no PoMaHoBckoMy—TuMse, yB. x 1000); B — onyxonesoro obpaso-
BaHWS KOXM J1€BOI AroanuHoi obnactv nauverTa Y. (okpacka no PoMaHosckoMy—TuMse, yB. x 1000)

Figure 3

Patient ¥.: cytological picture of the bone marrow. Staining: Romanowsky—Giemsa stain, enlargement: x 1000 (A). Patient Y.: cytological picture of the skin

=y Ty

neBow AroanyHoi obnactu. Mo pesynbraTtaMm LMTONOMM-
UECKOro MCCMEefoBaHWs OMyxXo/IM B Maskax-oTneyaTkax
LMTOMOrMYECKMNIA COCTaB MOHOMOPMHBIN, MpeacTaBneH
nponudpepaumeit aTUNUUHLIX NUMAOLUTOB (KNeTku B

OCHOBHOM Cpe[IHero pasMepa, C BbICOKUM U YMepeHHbIM
ANEPHO/UMTOMNNA3MaTUUECKUM COOTHOLLEHNEM, OKpY-
rMbIMU AAPaMM C KOMKOBATOM CTPYKTYpOit XpOMaTHHa;
B eOMHWYHBIX KNeTKax — Bakyonusaums) (pucyHok 3 B).

['mcTonornyeckoe uccnenoBaHve buontaTa KoMK
MO3BOMUIIO BbISBUTL MPONMEPaT U3 KIETOK CPelHero

tumor in the left buttock area. Staining: Romanowsky—Giemsa stain, enlargement: x 1000 (B)

2.

pasMepa C sApaMu OKpPYro-0BasibHON 1 HeNpaBuIbHOM
chopMbl, BnacTonaHON CTPYKTYPOM XpomaTuHa, Men-
KuMK sippblwkamu. Mponvdpepat onyxonesbiX KNeToK
pacnonarancs BO BCEX CMOsiX JEPMbl C BOBMIEYEHNEM
rMNOAepMbl, HO Bbin OTAeNeH OT anuaepMuca NPoCcon-
KOW COefMHWUTENbHOW TkaHW. CTpyKTypa mpuoaTKoB
KOMMU coxpaHeHa (pucyHok 4).

KneTouHblii cocTas B Bonbluei cTeneHn cooTeeT-
cTBOBan T-KNETOYHON NMUMPOME KOKU, HO MPU UMMY-
HOMOrMYECKOM UCCIEN0BAHNN Ha KPUOCTATHBIX Cpe3ax

PucyHok 4

['McTonornueckas KapTMHa onyxonm u3 BnacTHbIX MNa3MOLUMTOMAHbBIX AEHAPUTUYECKMX KMETOK C MOPa)eHMeM Koxu. A — BO BCEX OTAe-
nax AepMbl C BOBMEYEHMEM TUMOAEPMbl MPUCYTCTBYET MACCUBHbIA OMyXoneBblit NponudepaT, OTAENEHHbIA OT anuaepMuMca NPOCIIONKOM
(p1BpPO3HOIA TKaHM; OTMEUYAeTCA COXPAHHOCTb CTPYKTYpbl MPUOATKOB KOMM (OKpacka reMaTOKCMAWHOM M 303uMHOM, yB. X 100);
B — onyxonesblit nponvdepaT NpeacTaBneH KNeTkaMu CpeaHX pa3MepoB C AAPaMU OKPYriI0-0BanbHOV U HenpaBuibHOW dhopMbl, 6acTo-
WLHOM CTPYKTYPOM XpOMaTHHa C HafMuMeM Menkux spbillek (OKpacka reMaToKCUIIMHOM U 903MHOM, YB. X 400)

Figure 4

Histological picture of the blastic plasmacytoid dendritic cell neoplasm with a skin lesion. In all the layers of the dermis, as well as in the hypodermis,
there is a massive area of proliferating tumor tissue, separated from the epidermis by a layer of fibrous tissue. The structure of the skin appendages is
intact. Staining: hematoxylin and eosin stain, enlargement: x 100 (A). Histological picture of the blastic plasmacytoid dendritic cell neoplasm. The area of
proliferating tumor tissue consists of medium-sized cells with round to oval and irregularly shaped nuclei, as well as blastoid chromatin structure with the
presence of small nucleoli. Staining: hematoxylin and eosin stain, enlargement: x 400 (B)
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OMyxoJieBble KeTKN MOHOMOP(OHO 3KCMpPeccuMpoBasnu
CD4, CD56, oTcyTcTBOBana akcnpeccua CD19, CD20,
CD10, CD30 n CD23. BonbLUMHCTBO OMYX0f1EBbIX Kie-
ToK Hecnun HLA-DR 1 CD45. EQMHWYHbIE KIETKM OMyX0mu
akcnpeccupoBanu CD13. OtpenbHbie T-nuMdouunThl
xapaktepusoBanucb akcnpeccuen CD3, CD5, CD7.
lMpnCyTCTBOBaBLUME Cpeay PeaKTUBHOMO MUKPOOKPYXKE-
HUSI eIMHUYHbIE TUCTUOUMTBI 3Kcnpeccuposanu CD163,
nnasMouutsl — CD38.

Mo paHHbIM MMMYHOIMCTOXMMUYECKOTO WUcche-
LOBaHUS Ha cpes3ax ¢ napaduHoBbix Bnokos, napa-
dOVHOBBIX Cpe3ax KMeTKM OnyxoneBoro MHUIbLTpaTa
akcnpeccuposanu CD123 (MembpaHHas peakuus),

PucyHok 5
KneTkun onyxonesoro nponudepata akcnpeccupyioT CD123
(MoHoMOpdHas MeMbpaHHas peakuus); IMMYHO(EpPMEHTHbIN
MeTop, yB. X 200

Figure 5

The cells in the area of proliferating tumor tissue express CD123
(monomorphic membrane reaction). Immunoenzymometric method,
enlargement: x 200

PucyHok 6
KneTtku onyxonesoro nponudepaTta akcnpeccupyioT TdT
(anepHas peakuus B 3HAUNTENIBHOM YaCTU KNETOK);
MMMyHODepMeHTHbIN MeTop, yB. X 200

Figure 6

The cells in the area of proliferating tumor tissue express TdT (nuclear
reaction in a significant proportion of the cells). Immunoenzymometric
method, enlargement: x 200
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CD56 (MembpaHHas peakuws), TCL-1 (dpokanbHo, anep-
Has peakums). 3HauMTenbHas YacTb OMyXONeBbIX Kie-
TOK XapakTepu3sosanacb akcnpeccueit TdT (apepHas
peakums), CD43 (MeMbpaHHasa peakuums), BCL-2 (MoHo-
MOpdoHas LuMTomnnasMaTMyeckas peakums). YacTb Kne-
TOK 3Kcnpeccuposana CD68 (uuTonnasmatuyeckas
rpaHynspHas peakuus). MHoekc nponudepaTuBHOM
aKTUBHOCTM OKa3ascsa reTeporeHHbIM M COCTaBMA Ha
pasHbix yyacTkax ot 10 no 30-40%. Mpu peakuumn ¢
aHtutenamu k CD3, CD4, CD5, CD7, CD8, CD13, CD14,
CD15, CD16, CD20, CD33, CD34, CD38, CD117, TIA-1,
Myeloperoxidase, Lysozyme, Granzyme B akcnpec-
CWUN YKa3aHHbIX aHTUIEHOB OMyXOJIEBbIMU KIIETKaMM

PucyHok 7

KneTku onyxonesoro nponudepata akcnpeccupyot CD56
(MemBpaHHast peakumst B 3HAUUTESIbHON YaCTU KIETOK);
MMMYHO(DEepPMEHTHbIN MeToA, yB. X 200

Figure 7

The cells in the area of proliferating tumor tissue express CD56
(membrane reaction in a significant proportion of the cells).
Immunoenzymometric method, enlargement: x 200

< e~

PucyHok 8

MHpekc nponudpepaTBHON akTUBHOCTU Ki-67 reTeporeHeH,

Ha pasHbix yyacTkax — oT 10 no 40%; uMMyHODEPMEHTHbIN MeTof,
yB. X 200

Figure 8

The Ki-67 index of proliferative activity is heterogeneous and constitutes
from 10% to 40% in different areas. Immunoenzymometric method,
enlargement: x 200
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PucyHok 9

Peakuus ¢ aHTuTenamu k CD4 B KneTkax onyxoneBoro nponu-
thepata HeraTusHa (MpU HaNMUMK NO3UTUBHOIO <BHYTPEHHEr 0>
KOHTPOMS); MMMyHO(DEPMEHTHbIM MeTog, yB. X 200

Figure 9

The reaction with CD4 antibodies in the cells of the area of proliferating
tumor tissue is negative (in the presence of a positive “internal” control).

He 0BHapysKeHO MpW HanMMUUKU MO3UTUBHbLIX «BHYTPEH-
HWUX> KOHTponeit (pucyHkn 5-9).

C yyeTOM BbICKa3aHHOrO MPEeAnonoXeHnsa o T-kne-
TOYHOM MpPUPOAE OMyXO/W NPOBELEHO WCCIEeAoBaHue
T-KnNeTouHoW KoHanbHOCTK MeTonoM [LP no reHam
ramma- un beta-uenein T-KNeTOYHOro peuenTopa, HO
MOHOKJTOHaMbHOCTb MO LiensM T-KNeTouHoro peuenTopa
He BbISIBNIeHa: KapTUHa NOMUKIOHasbHas.

Mpn NOBTOPHOM WCCReLOBaHWM MUENOrpaMMmbl
(14.01.2019) onpepensanoch yBeMyeHWe KonnuecTsa
BIaCTHbIX KIIETKOK/aTUMUUHbIX iuMdoumToB Ao 59,8%,
B OCHOBHOM — Me30(OpMbl C YMEPEHHbIM U BbICOKUM
ALepHO/UMTONNA3MaTUYECKUM COOTHOLLEHWEM, OKpY-
rMbIMKU SSAPaMU C KOMKOBaTON CTPYKTYPOM XPOMaTWHa,
cnabow basodmnven UMToNnasmbl, B eAMHNYHBIX KIeT-
Kax — KPysKeBHas BaKyonu3auus LUMTONNasMbl; uM-
dounTbl — 19,4%; raHynouMTapHbIA POCTOK YMEHbLLIEH
(15%); apuTpounaHbIi — pepyumposaH (5,4%); BbipameHbl
ABMEHUS AW33PUTPONO33a; MerakapuounTbl NpucyT-
CTBOBaNIM B AOCTATOYHOM KonnyecTBe. [pu LMTOXUMM-
UECKOM UCCRefoBaHUM peakLmMn Ha MUeSionepoKcuaasy,
nunuabl, HadTUNaCcTepasdy OKasanucb oTpuuaTesb-
HbIMW. PAS-peakuus nonosutenbHas (kannesugHas),
B YaCTW KNETOK — MeNKorpaHynspHas.

Mo pesynbTaTaM LMTOreHETUYECKOr0 WCCIeno-
BaHWsi KOCTHOrO MO3ra YCTaHOBJIEH KapuvoTUN Onyxo-
neBon nonynaummn knetok — 46XY ¢ TpaHcnokaumsamm
t(1;6)(q24;q25), t(7:8)(p14;q24), der(12)add(p12)
[cp2]/46,XY [18]. Mpu nccneposaHnn MetogoM FISH
peneuus 17p(p53) He oBHapyskeHa. MeToaoM NpoTouY-
HOM LMTOCPITyOPUMETPUM OMYXOMeBbIX KNETOK KOCTHOr0
MO3ra yCTaHOBIIEHO, YTO UMMYHODEHOTMN BnacTHbIX
KINeToK xapakTepuayeTcs npucytctenem CD56, CD123,
CD43. 3kcnpeccus CD45 bbina HU3KOW. YacTb KeTok

(26%) Hecna Ha ceoeit nosepxHocTu CD7, MapKepbl
KINeTOK-NPeaLecTBEHHUKOB, 3penbix B-kneTok; Mneno-
MOHbIE @HTUreHbl OTCYTCTBOBASMN.

Takum 0BpasoM, Ha OCHOBAHUM KIIMHUYECKUX, MOP-
h0-MMMYHONOMMYECKHMX, LUTOreHeTUYECKNX U Mone-
KYnApHO-6MOMOrMYeckmx LaHHbIX, COMOCTaBMEHUS
MMMYHOJOMMYECKMX 0CODEHHOCTEW KIETOK KOCTHOMO
Mo3ra u BuonTaTa KOXMW, B COOTBETCTBUM C KNaccu-
hvkaumen onyxonen KpoBeTBOPHOM M NIMMAPOULHOM
TKkaHei BO3 (2017) 6bin yCTaHOBMEH KIMHAYECKWIA Ana-
FHO3: «OMyXonb M3 BnacTHbIX NNa3MOLMUTOUAHbIX OEH-
LOPUTUYECKUX KIETOK C MOPANKEHWEM KOXM, KOCTHOIO
MO3ra, Cefle3eHKn>.

C yyeToM bonbluero buonormyeckoro cpoacTea
OBMNAK ¢ MnenonaHeiMK onyxonsamm Bbino peLueHo npo-
BOAMTb Tepanuio No NPOTOKOMY ANA NeyeHus neTen,
B0MbHBIX OCTPLIMU MUENOUAHBIMU Nenko3amu, — HAN
[0r OMJT 2012 ¢ anureHeTuueckumu npenapaTamu
(nenakuH, BecaHoup, fakoreH). B cooTBETCTBUM C Kpu-
TepuaAMKU NpPOTOKOoNa NeyeHns BONbHON OTHECEH B
rPynny BbICOKOIO pUCKa.

OBCYXXOEHUE PE3YJIbTATOB MCCINEOBAHUA

Onyxonb 13 BnacTHbIX NNa3MOLMTOMUEHbIX ALEHAPU-
TUUYECKMX KINETOK NpefacTaBnseT cobon KpaliHe penkoe
3abonesaH1e reMonoaTUYeCKOi/NMMAOMAHONM Npypoabl
KPOBETBOPHON CUCTEMBI, BNEPBble ONWCaHHOE B OTe-
YeCTBEHHOW NMTepaType B LaHHOW cTaTbe. [eTeporeH-
HOCTb KIIMHUYECKMX NPOSIBIIEHNIA C MOPAXEHNEM KOXKM,
ceneseHkn, NMMdaTnyYeckmx y3mnoB, KOCTHOrO MO3ra,
neyeHn, MUHAANMH, OKOSIOHOCOBbIX Na3dyx W op. TpebyeT
BHMMaHWS CO CTOPOHbI Bpaya niobor cneunanbHoOCTK,
HO OKOHYaTENbHbIN ANArHO3 MOXHO YCTAHOBUTH TOSbKO
Ha OCHOBaHWMW aHanu3a pacLUMPEHHOW AnMarHocTuue-
CKOW NaHenu aHTWUTEN, COMOCTaBIIEHUsI Pe3ynbTaToB
MMMYHODEHOTUMNPOBAHNSA KOCTHORO MO3ra M MMMYHO-
FMCTOXMMUYECKOr0 UCCIefOBaHNS OMYXONEBOW TKaHW.

VIMMyHOMornyeckas AnarHoCTUKa onyxonei reMo-
Mo3TUYECKOoW Npupofbl B BOMBLUMHCTBE Cry4YaeB OCHO-
BbIBAeTCSH Ha COMOCTaBNEHWM WMMMyHodeHoTMMa
3/10KaYEeCTBEHHbIX KIIETOK C HOPMarbHbIMU HEOMYX0-
NeBbIMM aHanoramm pasfuyHbiX 3TanoB AMddepeH-
LMpOBKKU. BBuay npoTuBopeumnBoi buonormyeckon
npupoabl onyxonu ana OBMNAK Takon npepwecTtseH-
HUK [0 CUX Mop He onpepeneH. 3To obycnasnueaeT
LLIMPOKMWIA CMEKTP HO30MOrUi, BKMIOYEHHBIX B anudrdoe-
PeHUManbHO-AMarHoCTUYECKM Mouck. B npeactaenen-
HOM HaMW KIMHUYECKOM cflyyae BracToMaHbIe KINEeTKM
xapakTepusoBanuck cniabon akcnpeccuen CD45. mmy-
HOMOrMYeCKN MEeTOAOM MPOTOYHOW LIMTOMETPUM He
BbISIBJIEHO YETKOW NMHENHOW HanpaBrieHHOCTH brnacT-
HbIX KIETOK B CBA3K C OTCYTCTBMEM 3KCMNpeccun B-kne-
TouHbIX aHTureHos (CD19, CD20, MmeMbpaHHoit CD22),
OCHOBHbIX T-KMeTouHbix Mapkepos (MeMbpaHHOMU K
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uMTonnasMaTmyeckon fetepmMuHaHt CD3, BbISBNEHHbIX
Ha ocHoBaHuM cneundmnyeckmx knetok SK7 n UCHT1
cooTteeTcTBeHHO, CD5, CD1a, CD2), a Takme MapKepos
MUENOMaHbIX NUHUIA andbdpeperumnposku (MPO, CD117,
CD13, CD33). MapKepbl KNeToK-NpeaLlecTBeHHUKOB
(CD34, CD10, cyCD79a, nuTdT) Takxe OTCyTCTBOBAsM.
B KauecTBe [OMONMHUTENbHbIX HanpaBneHu audde-
peHUMasnbHON AMarHOCTUKM UCCefoBaHa 3Kcnpeccus
CD61, rnukocpopura A n CD30, KoTopble Takke bbinu
oTpuuaTenbHbl. B NpoToYHO-LMTOMETPUYECKYIO NaHenb
Bownu CD7, CD4, CD8, CD56, CD16, CD45RA, CD43.
Bbin BbisBneH CD45lowCD56*CD43*CD123CD4*CD7*"
MMMYHOPEHOTHM, YTO C YYETOM BCEX AaHHbIX MO3BO-
nuno npeanonosxkute OBMIOK.

MaTtomMopdponormnyeckn npu gmarHocTtuke OBMOK
crepyeT yuuTbiBaTb XapaKTeEPHYI0O 0COBEHHOCTb YacTon
KNMHUYECKOW MaHUecTaLum B KOKe, YTO OTPaXKeHo B
OOHOM U3 YCTapeBLUMX CUHOHUMOB Ha3BaHUS OMyXOsu:
reMaTofepMuueckas arpaHynspHas CD4* CD56 Heo-
nnasua/onyxonb. Ons OBMNOK xapakTepHa 6nactona-
Has MoOpdposIoruUsA OMyXONEBbIX KIETOK, HaNoMUHaloLLas
nuMmdo- nnm MuenobnacTbl, OLHAKO CNeayeT yuuTbl-
BaTb, YTO B YACTM OMyXOJIEN reMOMNO3TUYECKON/IMMAO-
MOHOM Npupogpl ¢ NnofobHol Mopdonoruen MoxeT BbiTb
oTMeueHa akcnpeccus CD123, CD4 n CD56 (Hanpumep,
B cnyvasx OMJT ¢ MoHounToMaHOW anddepeHLMpoB-
KOW), MOTOMY NPy UMMYHOMUCTOXMMUYECKOM UCCIIefo-
BaHWM Ha nNapadnHOBOM MaTepuarne B Crnyyasix, Korga
€CTb MOA03peHne Ha npuHapneskHocTb kK OBMOK, Heob-
XOOMMO MCMOMb30BaTb LIMPOKYIO MaHesnb aHTUTen.
OTMeTMM, UTO COrfacHo AaHHbIM Knaccudukauum BO3
(2017) B 8% cnyuaes HabniogaeTcs OTCYTCTBME 3KC-
npeccuu onyxonesbiMK Knetkamn CD4 nnun CD56, yto
B YCMOBMAX 3KCMPECCUM MapKepoB, XapaKTepHbIX ANs
HOPMarbHbIX NNa3MOLMTONAHbIX LEHOPUTUYECKNX KIe-
Tok (CD123, TCL-1, CD68, xapakTepHas peakuys B Bue
MeJIKMX rpaHys B LMTOMMasMe), He MPOTUBOPEUNUT Ana-
rHo3y OBI[K; npu 3TOM cflyyan coyeTaHust OTCYTCTBUSA

akcnpeccun CD4 1 MapkepoB MNasMOLMTOMAHbBIX Kiie-
TOK CIefyeT OTHOCWUTb K OCTPOMY BunvHenHomy nen-
Ko3y. B yacTu cnyuyaeB BO3MOMHO TaKxe Hanuuue
Koakcnpeccun BCL6, IRF4 (MUM1), BCL2, S100, a B
TpeTu crnyvyaeB 0TMevaloT akcnpeccuio TdT.

TakuM 06pa3oM, HeCMOTpsi Ha OTCYTCTBME B pac-
CMOTPEHHOM cnyyae akcnpeccun CD4, Hanmumumne akc-
Mpeccun MapKepoB N1a3MOLMTOMAHBIX 4EHAPUTUUECKUX
KneTok B couyeTaHun ¢ akcnpeccuen TdT, BCL-2 u
MaHudecTaumen HoBOOOBPa30BaHMA C KOXHbIX MPOSiB-
NeHuit, B COOTBETCTBMM C Kraccudomkauweit BO3 (2017)
M YYETOM BCEX MPOYMX LaHHbIX CAeflaHo naToMopdo-
FIOrMYeCcKoe 3aKmmioyYeHne 0 MPUHALMIEXHOCTM Mopdo-
NIOrMYEeCKOW KapTWHbI U UIMMYHODEHOTMMA ONyXOnn 13
BnacTHbIX NNasMOLUMTONAHbIX LEHAPUTUYECKMX KIETOK.
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