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HeonpepeneHHas oeHopuUTHO-KneTo4YHas onyxosb (Indeterminate dendritic cell tumor — IDCT) — kpariHe
peakas rucTmouuTapHas onyxosnb, XxapakTepuaytoLlascsa nponudepavumen HeonpeaeneHHbIX AeHAPUTHbBIX
KNeToK. Yalle guarHocTMpyeTcs y v cpegHero Bo3pacTta, B NpubamMsnTenbHO paBHOM COOTHOLLEHUN

Y MY>XXHUH 1 XeHLWMH. STnonorus IDCT HemnssecTHa. OuddepeHumanbHas guarHoctTmka npoBoauT-

csa ¢ gpyrumm 3abonesaHnamm, umutnpytowmmmn IDCT, n BaxxHa Ona onpeaeneHns TakTUKy fieHeHus.

B npencraBneHHol pa6oTe paccMaTpmBaeTcs KnuHudeckui cny4dan IDCT y My>unHbl 48 neT. C y4eTom
HecneumU4HOCTM Xanob nauneHTa, AaHHbIX KIIMHUYECKOro OCMOTPa M OTCYTCTBUA NaTOrHOMOHWUYHbIX
Jepmaronornyeckux npossnexuin npu IDCT gnsa noctaHOBKM anarHo3a TpebyeTca npoBegeHne MMMy-
HOrMCTOXMMMWYECKOrO UccneaoBaHnsa 06pasLioB KOXM U3 NMOPaXKeHHbIX y4acTKOB Ha akcnpeccuto CD1a,
CD68, S100, naHrepvH 1 Hann4ue rpaHyn brup6eka. BoinonHeHne naTtoMopdonormyeckoro nccrnenoBaHms
Ha OCHOBe aHanu3a npenapaToB, OKpaLUEHHbIX reMaTOKCUIMHOM M 903MHOM, NPV AaHHOW NaToNorMn He
Nno3BosAeT NposecTu anddepeHumansHyo guarHoctuky IDCT.

KntoyeBble CNOBa: HepeTepMMHMPOBaHHAasA AEHAPUTHO-KNeTo4YHas onyxonb; IDCT; ructmoumtos; CD1a; S100; naHrepuH;
KJIMHUYECKUI cryvan

KOHMNKT MHTEPECOB: aBTOPbLI AEKNapUPYOT OTCYTCTBME SIBHLIX U NMOTEHLMATIbHBIX KOH(IMKTOB UHTEPECOR,
CBA3aHHbIX C Ny6nnKauuen HacTosLen ctaTbu.

NCTOYHMK dhnHAHCUPOBaHUSA: paboTa BbINoSIHeHa 3a CHET (hMHAHCUPOBAHWS MO MECTY paboThbl aBTOPOB.

Cornacwve nauneHTa: naumeHT 4O6POBOSLHO NoAnmcasn MHOPMUPOBAHHOE corfiacue Ha NyGnKaLmio nepcoHarb-
HOM MeaULMHCKOM MHdopmMaLmMm B 06e3nm4eHHon hopMe.
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Indeterminate dendritic cell tumor (IDCT)

© Evgenia V. Okladnikova'™, Viadimir M. Merk', Yuri A. Krivolapov®, Vladimir A. Khorzhevskii®?, Tatiana G. Ruksha'

" Prof. V.F. Voino-Yasenetsky Krasnoyarsk State Medical University, Krasnoyarsk, Russia
2 Krasnoyarsk Pathological Bureau, Krasnoyarsk, Russia
3 Noth-West State Medical University named after I.I. Mechnikov, Saint Petersburg, Russia

Indeterminate dendritic cell tumor (IDCT) is rare histiocytic tumor characterized by the proliferation of
indeterminate dendritic cells. It is more often diagnosed in middle-aged people, in approximately equal
proportions in men and women. The etiology of IDCT is unknown. Differential diagnosis is carried out with
other diseases that mimic IDCT and is important for determining treatment tactics. The present paper
presents a clinical case of IDCT in a 48-year-old man. The similarity of skin manifestations in IDCT with
other cutaneous pathologies requires an immunohistochemical study of the affected areas for CD1a, CD68,
S100, Langerin expression evaluation as well as the presence of Birbeck's granules visualization. Routine
histological examination does not sufficient for correct IDCT diagnostics.
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B AkTyanbHocTb
HepeTepMuHMpoBaHHas [OeHOPUTHO-KNIETOYHAs Ony-
xonb (Indeterminate dendritic cell tumor — IDCT) pas-

BMBaeTCA W3 He3penbiX KNeTtok JlaHrepraHca. YacTtoTa
BCTPEYaeMOCTU TUCTUOLMTAPHbIX OMyXofieh cocTaBnseT
0,5-5,4 cnyyasa Ha 1 MfH B3pOCNOro HaceneHus v go 8,9
cny4das Ha 1 MnH geTckoro Hacenenus [1]. CBoe Havano
rMCTUOLUMTO3bl 6EPYT U3 KIETOK, OTHOCALLMXCS K CUCTEME
MOHOHYKMeapHbIX ¢arouMToB: MOHOUMTOB, Makpodaros
W OeHOPUTHBLIX KNeTok. bonbloe pa3Hoobpasve heHoTU-
NMoB 3TUX KIETOK 06yCrnoBNMBaET pasHoobpasue Ornyxo-
nen, KoTopble MOryT U3 HUX pa3BuTbea. OgHa U3 rucTmo-
umTtapHbix onyxonen — IDCT — Bnepeble 6bina onucaHa
B 1980-X rT. 1 OTHOCUTCA K KpariHe pegkon hopme rmcTmo-
uuTo3a. Ha cerogHAWHUIA OeHb B MUMPOBOW MPaKTUKE Onu-
caHo nopsgka 100 cnyyaes 3a6onesanus [2]. IDCT moxeT
BO3HMKATb CAMOCTOSITENbHO UM CONPOBOXAATbL pa3BuTue
OpYrux OHKONOrMyeckux 3aboneBaHun, TakuMX Kak Xpo-
HUYECKUA MUENOMOHOLUMTAPHBIA U OCTPbIA MUENOUAHbLIN
nenkos, ponnuKynapHas numdoma, XpoHUYeCKNin nMmao-
Nenkos, aHrmonmmyHob6nactHaa T-knetoyHas nvmdoma
n gpyrue [2].

Otumonorusa IDCT octaeTtca manonoHaTHoW. MNpeanona-
raetca CBA3b C HapylleHnem auddpepeHumnpoBku B-kne-
TOK, Tak Kak Habnopanacb cBsdb IDCT ¢ B-kneToyHbiMKU
nMMmomMamMu n MMenonaHbIM1m HoBoo6pasoBaHnaMm [3-5].
HekoTopeble nccnegosaHus no akcnpeccun ZBTB46 nosso-
nsaoT TpakToBaTtb IDCT Kak 3noka4yecTBeHHble HOBOOGpa-
30BaHVA U3 OeHOPUTHbIX KneTok [6]. O6cyxpaeTcs ponb
myTaumii BRAF V600E, ogHako gaHHble MO 3Kchpeccun
BRAF V600E B TkaHsix IDCT npotuBopeuussl [4, 7, 8]. M-
MYHOMMCTOXMMUYECKOE UCCnefoBaHne nponvdepaTvBHON
aktTuBHocTn knetok IDCT nokasano MHOEKC 3Kcrpeccuu
Mapkepa nponudepaumm Ki-67 ot 5 o 30% [8].

KnuHuyeckas kaptuHa IDCT onpegensetca B 60nb-
WwnHCTBe cny4vaeB (88%) M30MMpPOBaHHbIM MOPa>KEHNEM
KOXWN MU NUMcaTUYEeCKUX Y30B; ONUCaHbl eAUHUYHbIE
cnyyaum C fokanuaauuen naTonorMyeckoro npouecca
BO BHYTPEHHUX opraHax — noXenyao4yHoun xenese, ce-
neseHke, nerkux, LWUTOBUOHOW Xenese n gpyrux [2, 9,
10]. KoxHble nopaxeHus npu IDCT 06bIMHO BO3HMKAOT
Ha nuue, TyNoBULLE U KOHEYHOCTSX U Yalle nposBngaoT-
C B BuAE MHOXECTBEHHbIX CMIOLWHbIX 3PUTEMATO3HbIX
WUNU 3pUTEMATO3HO-KOPUYHEBLIX Manyn U y3roBbIX 3ne-
MEHTOB. OTW NOpPaXeHUs 06bIYHO MAMKOW KOHCUCTEHLNN,
UMEIOT TeHOEHUMIO K CANSHUIO U MOTYT N3bA3BNATLCA [2,
8, 9]. TeueHne 3abonesaHus BapbUpyeT OT AUTENbLHO-
ro 0o6pokKavyecTBEHHOro gaxe 6e3 nNpoBefdeHUs Tepanum
W CMOHTaHHOW perpeccun 0o 6bICTPOro nporpeccmpoBa-
HuA [2, 9]. Mopdonoruyecku IDCT xapakTepuayeTcs npo-
nnpepaumen HeonpeaeneHHbIX OeHAPUTHbIX KNeTok. [deH-
OPUTHbIE KNIETKU CUMTAOTCA NpefLlecTBEHHUKaMU KNeToK
JlaHrepraHca 1 UMeroT CXOXYI0 C HUMU MOPONOT MO U UM-
MYHO(PEeHOTUNMYECKNE 4YepTbl, HaNpUMep, MONOXUTeNb-
HOE VMMMYHOIMCTOXMMMYEeckoe okpaiumBaHue Ha CD1a,
CD68 n S100 [1, 2, 10]. MNMostomy anddepeHUManbHbIN
OnarHo3 npoBoAsaT C MCTUOUMTO30M U3 KNeTok JlaHrep-
raHca, npu kotopom, B otnmn4me ot IDCT, onpepensietcs
SIBHbIA 3NUAEPMOTPONU3M C BHYTpUINuaepManbHbIMU
MUKpoabcLueccaMn U3 KneTok JlaHrepraHca, Hanuyue
303MHOUMBHON MHMUABTPaALUA, UMMYHOMO3UTUBHOCTb
K naHrepuxy (CD207), 6enky, Heobxogmmomy ans obpa-
30BaHus rpaHyn bupb6eka, n Hann4me co6CTBEHHO rpaHyn
Bupb6eka [1, 2, 11]. Ana auddepeHumansHon guarHoctu-
kn IDCT MOXHO MCMonb30BaTe MMMYHOTMCTOXMMUYECKNIA
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aHanua TpaHckpunuuoHHoro daktopa ZBTB46, akc-
npeccus KOToporo 6yaeT MonoXUTENbHON Mpu rMcTUoLm-
TO3€e U3 OEHOPUTHBLIX KNEeToK, B ToM 4ucne u npu IDCT,
HO He HabnJaeTcs NpU XPOHNYECKOM M1eNIoMoHouuTap-
HOM NnenKo3e, IOBEHUNbHOW KCaHTorpaHyneme, 60nesHu
Posan-[dopcdmaHa n 6onesHu pparerima—Yectepa [6].
U Bce xe Hanbonee TUNNYHOWN ABNAETCA MAEHTUUKaLUA
nponnEepUpPYOLLIMX KNETOK B Koxe ¢ heHoTunom CD1a+,
S100+, nanrepwH-. OuddepeHumnanbsHas puarHocTuka
IDCT u ppyrux 3a6oneBaHui ¢ NOXOXNUMU KIIMHUYECKMMUN
NPOsIBNIEHMAMN BaXKHa C TOYKM 3peHuns Bbibopa Tepanuu.

Onucanue cnyyas

MauwenT [O., 48 net. HanpaBneH pepmaTonorom
Ha natomopdonornyeckoe uccnegosaHue. becnokoaT
Xanobbl Ha HanuM4yue BbICbINaHUA B BUOE Yy3eSKoB Aua-
MeTpoM 2-3 MM KpacHOBAaTOro, KpacHOro u KpacHo-
KOPUYHEBOrO LBeTa Ha KOXe TynoBuLlA U KOHEYHOCTeNn
(puc. 1). MoaBneHne BbICbINAHWI HW C YEM He CBA3bIBa-
eT. B TeyeHve nocnegHux AByX NneT nauuveHT nony4an
TOMUYECKUEe TrNIOKOKOPTUKOCTEPOUbI, OAHAKO 3dek-
Ta OT NpoBOAMMONM Tepanuu He oTmedan. Cnycta aea
roga nocne nepsoro o6palleHns K gepmaronory cranu
pa3BuBaTbCA MHPUALTPATbl B MOAKOXHOW KreTdaTtke,
nosiBunacb cnabocTb, NOTNAMBOCTb. [laumMeHT 6bin Ha-
npaBfieH Ha KOHCYMbTaUMIoO K OHKOMOry C NpeaBapuTesb-
HbIM AMarHo3oMm: numdoma Koxu. NpoBegeHa 6uoncus
nuMmartnyeckoro ysna B akcunnspHon oénactu cnpasa.
Mo gaHHbIM TMCTONOrMYECKOro nccefoBaHus BbisiBNEHbI
M3MEHEHUWS, NOO03pUTESbHbIE B OTHOLLEHUN BTOPUYHOIO
nopaxeHua numdaTnyeckoro yamna npu naHrepraHco-
KNeTOYHOM MMCTUOLNTO3E.

Ona andpdepeHunansHOM AMarHOCTUKU FTMCTUOLUTO-
3a 13 KNeToK JlaHrepraHca ¢ gpyrumm ructTMoumTapHbIMu
onyxonsaMu 6bI10 NPOBEAEeHO MOBTOPHOE TUCTOofIornye-
Cckoe N UMMYHOIMMCTOXMMUYECKOE UCCNefoBaHue yyacTka
nopaxeHHOW Koxu. 'McTonormyeckoe nccnegosaHue no-
Kasarno, 4To B UccrefoBaHHbIX o6pasuax Koxu cnabo Bbl-
paxeH HepaBHOMEPHbIA OPTOKEPATO3 U akaHTO3 anuaep-
Muca (puc. 2). B BepxHUX Cnosix ceTyaTtoro crnos gepmbl
O6HapyXunBaKTCA NepuBacKynsipHble UHPUNLTPATbI, 06-
pas3oBaHHble KneTkamun cpegHero pasmepa ¢ oBanbHbIMU
agpamu, 1-2 MenkMMu agpbilikaMm B HUX U aMdourb-
HOW UMTONNa3Mon. B HEKOTOpPbIX TakMxX KNeTkax MOXHO
pa3nuunTb CKnagky sgepHon MembpaHbl (OeHOpPUTHbIe
knetkun). Cpeon HMX paccesiHbl HEMHOMOYMCIIEHHbIE NTUM-
ouUMnTbl, TMCTUOUNUTBI N ManoyuciieHHble 303UHOMUIb-
Hble rpaHynoumnTbl (puc. 3, 4).

C uenbio anddepeHumnansHOM OMArHOCTUKN 6bIo
nposefeHo MMMYHOMMCTOXMMUYECKOe UccnegoBaHune, Ko-
TOpOe Nnokasano, YTO AeHOPUTHbIE KIIETKU 3KCMPEeCcCUpyoT
CD1a, CD4, cna6o — 6enok S100 (puc. 5-7) n He 3Kc-
npeccupytoT nadvrepuH, CD56, CD68, CD123, CD1683,
TdT, Cyclin D1, MNDA, ERG (puc. 8). B ouare nponuce-
pauun 3HadmMTenbHo npeodtnagat CD3+ T-numdounThbl
Hag CD20+ B-numdoumtamu, rmMcTMouMTbl 3KCMpeccu-
pytor CD68, CD163, S100, MNDA. B gepme paccesHbl
HEMHOIO4YMCIIEHHbIE TYYHblE KIETKWU (TpUnTasda Ty4HbIX
knetok, CD117). Mapkep nponndepaTnBHON aKTUBHOCTU
Ki-67 akcnpeccupoBaH B sapax 3-5% KneTtok nponude-
pata. CchopMMpOBaHO 3aK/HOYEHME: TMCTONIOrMYECKNE U3-
MEHEHUA B UCCNEeOOBAHHOM Y4acTKe KOXe U pe3ynbratbl
MMMYHOMMCTOXMMUYECKOr0 UCCneoBaHUsi COOTBETCTBY-
10T HeJeTEPMUHUPOBAHHOMY AEHOPUTHO-KNETOYHOMY U-
ctnoumtosdy (ICD-O kog 9757/3).
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Puc. 1. Ha KoXe HIDKHUX KOHEYHOCTel 0TMEYaoTCS nanysieaHble 3neMeHTbl ADKO-KPacHOro LiBeTa
Fig. 1. Red papules on lower extremities

1.000 mm
1 1

Puc. 2. HepaBHOMEpHbI OPTOKEPATO3 U akaHTO3 3MiepMICca, OKpacka Puc. 3. B nepme onpeaensitoTcs nepuasanbHble MHQULTPATHI, 00pa3oBaHHbIe
remMaroKCUIMHOM 1 3031HOM (yB. X30) KgTKamun, My(hTo00pasHO 0XBaTbIBAIOLLMMY COCYAbI. OKPACcKa reMaToKCUIMHOM

Fig. 2. Irregular epidermal orthokeratosis and acantosis , staining by hematoxilyn 1 303uHOM (yB. X300)
and eosin, x30 Fig. 3. In the dermis, perivasal infiltrates are determined, formed by cells that cover
the vessels in a muff-like manner. Staining by Hematoxilyn and eosin, x300

B BecTHuk gepmatonorumn n seHeponormun. 2023;99(4):136-142
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Puc. 4. Onyxonesble KNETKu CPeaHero pasmepa ¢ 0BabHbIMI SApami,

1-2 Menkumu apbILLKami, aMdOUIbHON LUTONNA3MONA. B HEKOTOPbIX
KIIETKaX 0MyX0mn MOXHO Pa3nindnTh CKNAAKy sAepHOA MeMOpaHbl. Cpean Hix
PACcCesHb! HEMHOTO4UCIIEHHbIE IMMAOLMTBI, TUCTUOLWTI 11 MAIOYIUCTIEHHbIE
3031HOMNbHbIE rpaHynouuTbl. OKpacka reMatokCUnMHoM 1 3031HOM (yB. X600)

Fig. 4. Medium-sized tumor cells with oval nuclei, 1-2 small nucleoli,
amphophilic cytoplasm. In some tumor cells, a fold of the nuclear membrane can
be distinguished. A few lymphocytes, histiocytes, and eosinophilic granulocytes
are scattered among them. Staining by hematoxilyn and eosin, X600

0.500 mm

Puc. 6. iMmyHOrMCTOXMMIYECKOE 1CCneaoBaHie ¢ aHTutenamu k GD4 (yB. x100)
Fig. 6. Immunostaining with anti-CD4 antibodies, x100

C uenbio yTOYHEHNst pacrnpoCTPaHEHHOCTH OMNyXONeBo-
ro npouecca 6bina nposegeHa NO3UTPOHHAS SMUCCUOHHAsA
TOoMorpadgus, KoTopas BbisiBUIA MHOXECTBEHHbIE Y4aCTKM
YNIOTHEHNSI B MAMKUX TKaHAX TYNOBULLIA, BEPXHUX KOHEY-
HOCTEN, CTPYKTYPHO WU3MEHEHHble nuMdaTn4eckue y3sbl
aKCUNNAPHbBIX U NaxoBbIX rpynn ¢ 06enx CTOPOH 6€3 Hako-
NneHns KOHTPaCcTHOro BeLLecTBa; NpU3HaKoB MeTabonuye-
CKUW aKTMBHOW OMyX0oneBOW TKaHU BbISIBNIEHO He 6bIfo.

BonbHOW HanpaBneH B pervoHasnbHbIA OHKOMorn4e-
CKUI gucnaHcep ons npoBefeHus aanbHenLwero nevyeHust.
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Puc. 5. VIMmyHoructoxummyeckoe nccneaoBaxiie ¢ aHtutenamu k CD1a;

YeTKO BbIp@XeHHas Bu3yann3auys CD1a-nonoxutensHbIX KNeToK ¢ TUYHON
NOKanu3atyei Bo BCEX CNOSIX 3NiAEPMIACA C NPEMMYLLECTBEHHOIA NoKann3aLmei
B LUMNOBATOM CJI0€, & TAKXE B IEPME B OKPYXXEHMN cocyaos (yB. x100)

Fig. 5. Immunostaining with anti-CD1a antibodies. Immunovisualization of CD1a
positive cells through all epidermal layers with more prominent presence in
spinous layer as well as in the derma around the vessels, x100

Puc. 7. VIMmyHorucToxummyeckoe 1nccnenoBaxiie ¢ aHtutenamm k 6enky S100:
MO3UTVBHbIE KNETKM EPMbI OKDALLEHbI B KOPU4HEBBIIA LBET (yB. X400)

Fig. 7. Immunostaining with protein S100 antibodies: positively stained dermal
cells are colored in brown, x400

O6cyxpenue

HepetepMuHMpoBaHHaa [OeHOPWUTHO-KNEToYHass  ory-
XOnb SIBNSIETCS pefjkum Hoeoo6GpasoBaHueM. Ee gmarHos
yCTaHaBNMBaeTCA Ha OCHOBaHUUN KIMMHUYECKUX MAaHHbIX,
aHamMHe3a, T’MCcToNfiorm4eckoro nccnegoBaHus 1 BbINOJIHEHUA
WMMYHOI'MCTOXMMNUYECKOro aHanmsa. B ructonornyeckom
KapTUHe oTMe4aeTcsi nponudepanms rmcTMoLmUTOB B KOXE.
V|MMyHOFVICTOXI/IMI/I‘-|eCKoe mnccnegoBaHne C MOJNIOXKUTENb-
Hol okpackor Ha S100, CD1a no3sonseT npoeectn amdde-
peHumnanbHyt0 OUMarHoCTUKY C HenaHrepraHCOKJIeTOYHbIM

BecTtHuk gepmaronorum n seHeponorum. 2023;99(4):136-142 W
Vestnik Dermatologii i Venerologii. 2023;99(4):136-142 W
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Puc. 8. . OTcyTCTBIME 3KCMPECCIM NaHrepUHA B eHAPUTHBIX KneTkax (yB. x100)
Fig. 8. Langerin-negative dendritic cells, x100
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rMCTUOLMTO30M. AHanmn3 SKCNPeCccun NaHrepmHa Ucnonbay-
eTca Ana naeHTudrKaumm Knetok JlaHrepraHca: HeraTue-
HOe OKpalluvBaHWe Ha JaHHbIA aHTUreH No3BonsfeT oTand-
hepeHUMpoBaTb OT faHrepraHCoKNETOYHOro rmcTMoumTOo3a
[12]. MoMuMO ManousyyeHHOro natoreHesa 3aboneBaHust
OCTaloTCA HEMOHATHLIMKU NOAXOAbI K Tepanuu. MNonoxurens-
HbIN perpecc ornyxonu 6bin1 AOCTUMHYT NPU Ha3HaYeHUN UH-
rnéutopos BRAF/MEK y nauuveHToB C MONOXUTENbHBIM My-
TaUMOHHBIM CTaTyCOM B OTHOLLEHUW BbiLLeyKa3aHHbIX FeHOB
[13]. EAnHMYHBIE onyxonu yaansiTca XMPYpPruveckum mny-
TeMm. [pu Hann4MM ConyTCTBYIOLLIMX OHKOreMaTosnormyeckmx
3abonesaHui TpebyeTcs ux Tepanus.

3aknioyenue

HepeTepMuHMpoBaHHaa [EHAPUTHO-KNETOYHas ony-
xonb (Indeterminate dendritic cell tumor — IDCT) — pegkuii
BUO HOBOOGpasoBaHus. [pu nopaxeHun Koxu nponude-
pypytoLLmMe KneTku xapaktepuaytotes deHotunom CD1a+,
S100+, naHrepuH-, B CBA3M C YeM AN YCTaHOBNEHWSA aua-
rHo3a 06a3aTerbHbIM ABNSETCA NPUMEHEHE NMMYHOIUCTO-
XMMUYECKOro uccneposaHus. KnmHnyeckue pekomeHgaumm
B OTHOLLUEHWUW HeonpeaeneHHon AeHOPUTHO-KIEeTOYHOM ony-
XOfM OTCYTCTBYIOT. B KavecTBe Tepanuu NpuUMEHSAIOTCS Xu-
pypruyeckoe ncceyeHmne onyxonu, Npyu obHapy>xeHun myTa-
uuu reHa BRAF — cooteeTtctaytome nHruémtops!. JJi
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