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lMCTMOLMTapHbIE ONYXONU ABAAIOTCA BECbMA F€TEPOreHHO rpynnoii, OCHOBHOE MECTO CpeAM HUX 3aHUMAET TMCTUOLMUTO3
3 Knetok JlaHrepraHca. HecMoTps Ha peaKyto BCTpe4yaeMoCTb, MHOTONETHMIA aHANN3 KNUHUYECKUX, MOPGHOMMMYHONOTU-
YeCKUX U MONIeKyNApHO-61ONornyeckux 0cobeHHoCTei N03BONMUN pa3paboTarb IheKTUBHbIE NPOTOKONLI IeYeHHUs, 0CO-
GeHHO B AETCKOII KoropTe 60bHbIX. [TOMUMO TUCTUOLMTO3a M3 KNETOK JlaHrepraHca B rpynny rucTMOLUTApHBIX Onyxonei
BXOAAT PEKME W Ka3yMCTUYECKUE BAPUAHTBI, K KOTOPbIM OTHOCATCS TMCTUOLMTApHAs CapKoMa, CapKoMa U3 KneTok J1aHrepraHca,
ONyX0/ib U3 AEHAPUTUYECKUX KNETOK HEYTOUHEHHASs, CAapKOMa U3 MHTEPAUTUTUPYIOWUX AEHAPUTHBIX KNETOK, DONIMKYNApHas
AEeHAPUTHOKNETOYHas capkoMa, hubpobaacTuyeckasn onyxob U3 PETUKYAPHBIX KNETOK. YacToTa oTAeNbHbIX HO3010rMYeCKUX
BAapUaHTOB COCTAaBAAET HECKONIbKO CIly4aeB Ha COTHW MUNIMOHOB HaceneHus. HeyaneuTenbHO, YTO AMArHoCTUYECKUE KpuTe-
pUM ANS faHHOM rpynnbl ONyX0Aeit HYXAAITCA B YTOYHEHUM, PABHO KaK U TepaneBTUYecKue noaxonsl.

B HacToswem 0630pe NpuBeAeHbl COBPEMEHHbIE JAHHBIE O PEAKUX TUCTUOLMUTAPHBIX ONYXONSX, NPEACTaBAEHb KIMHUYECKUe
0C06EHHOCTH, a TaKKe MOphoNoruyeckue U UMMyHOBUONOrMYECKME XapaKTEPUCTUKI onyxoneBoro cy6eTparta. Mpusege-
Hbl pe3ynbTaThl UCNONb30BaHUA COBPEMEHHOIO apceHana Xupypruyecknx u TepanesTUYeCcKUX NOAXOAO0B K NeYeHUIo.
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Histiocytic tumors are a highly heterogeneous group of diseases, with Langerhans cell histiocytosis occupying the main
place among it. Despite the rare frequency of occurrence, long-term analysis of clinical, morpho-immunological
and molecular-biological features has allowed the development of effective treatment protocols (especially in the pe-
diatric cohort of patients). In addition to Langerhans cell histiocytosis, the histiocytic tumors group includes rare
and casuistic variants, which include histiocytic sarcoma, Langerhans cell sarcoma, indeterminate dendritic cell tumor,
interdigitating dendritic cell sarcoma, follicular dendritic cell sarcoma, and fibroblastic reticular cell tumor. The incidence
of certain nosological variants is several cases per hundreds of millions of the population. Not surprisingly, the diag-
nostic criteria for this group of tumors need to be clarified, as do the therapeutic approaches.

This review presents current data on rare histiocytic tumors, clinical features as well as morphological and immuno-
biological characteristics of the tumor substrate. The results of modern surgical and therapeutic treatment approaches
are presented.
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B mpaktuaeckoii paboTe Bpaya-OHKOJIOTa,/TeMaTOJIO-
ra ructuonurapHeie orryxoiu (I'O) BecbMa penko HabIr0-
JTAFOTCS, TIOCKOJIBKY YaCTOTa BCTPEYaeMOCTHU TAaHHBIX HO-
3osiornyeckux popm cocrapiuseT 0,5—5,4 ciydas Ha 1 MiTH
B3pocioro HacesleHus. ['O gaire BcTpevaloTes y IammeH-
TOB JETCKOTO BO3pacTa — 10 8,9 cirydast Ha 1| MJTH HaceIeHUSI.
I'O npencraBisioT co60i BeCbMa TeTEPOreHHYIO TPYIIITY
10 KJIMHUYECKOMY TSUCHHIO, MOP(PONMMYHOJIOTUICCKIM,
MOJIEKYISIPHO-O0MOJIOTMYECKIM XapaKTePUCTUKAM, OTBE-
Ty Ha Tepammio. Cpenu I'O ructronuTos u3 Kietok Jlan-
repranca (I'KJI) BcTpeuaeTcst HanboJee 9acto (0COOCHHO
B JCTCKOU MOMYJISIIIAK OOJIBHBIX), YTO ITO3BOJIMIIO pa3pa-
6oTtath 3(pPpexTuBHBIE TTPpoTOKONLI Teparuu (LCH-ITI-IV,
B TOM uucie ¢ npumeHeHuemM BRAF-uHruouropa Bemy-
pacdeHmnba), MO3BOJSIONINE TOCTUYD S-JIETHEH oO0IIeit
BbDKMBaeMoCTH y 98,8 % marueHToB [1].

[TonbITKM 3KCTpaItoIMpOBaTh ITeANATPUICCKIE IO -
XOJIbI K JICYUSHHUIO Ha B3POCIIYIO KOTOPTY OOJIBHBIX OKa3a-
JINCh MEHEE YCITCITHBIMU.

IMomumo I'KJI B rpyrmy I'O B cOOTBETCTBMU C Kiac-
cuduKalmein oryxoneii KpoBETBOPHOUN 1 TMMGMOUTHOMN
TKaHeil BceMupHoOi#l opraHu3auuu 34paBOOXpaHEHUS
(2016) otHecenbsl enie 6onee peakue, yem I'KJI, Ho30510-
TUU:

* tuctuonurapHas capkoma (I'C);
* capKoMa U3 KJIeTOK JlaHrepraHca;
* OIyXOJIb U3 ACHAPUTUICCKUX KIICTOK HEYyTOYHECHHASI

(OH);

* CapKOMa 13 MHTESPAUTUTUPYIOIINX ICHAPUTHBIX KJIe-

Tok (CUAK);

* (onnukynsgpHas DEeHIPUTHOKJICTOYHAS capKoma

(PAKC);

* (bubpobmacTuyeckass OIyXOJb U3 PETUKYJISIPHBIX
ki1eTok (POPK).

Ecnu pns I'KJI onpeneneHbl OCHOBHBIE TUATHOCTU-
YeCcKHe KPpUTePUU, MOJICKYISIPHO-0MOJIOTUIECKUE ITyTH
maToreHes3a (C BOBJICYEHHEM CHTHabHOTO Iyt MAPK
u obHapyxeHneM MmyTtaiun BRAFV600F), To penkue 'O
HYXJIAI0TCS B JajibHEHIIeM 0000IIeHUN U aHAIN3¢e KIIn-
HUKO-TMAaTHOCTUICCKIX OCOOCHHOCTEM IS OTIPEeIeICHUS
JMOCTOBEPHBIX TUATHOCTUIECKMX 1 TePAIIEeBTUYECKUX IO -
XonoB [2].

McTuoumTapHasa capkoma

TuctronmTapHas capkoma — KpailHe peIKuii BApUaHT
I'O, xoTOpBHIi1 Yallle BCEro MpOosIBISETCS CHMIITOMAMM YHU-
¢ OoKaTBbHBIX WIN MYJBTA(MOKATBHBIX 3KCTPAHOIATbHBIX
mopaxeHnuii. 'C MoxeT BO3HMKaTh KaK CIIOPaINIecKoe
3a00J1eBaH1e WK ObITh KJIOHAJIbHO CBSI3aHA C OTIEIbHBIM
CUHXPOHHBIM WJIM METaXpOHHBIM reMO0JI1aCTO30M, TAKUM

Kak (oJTMKYJIsIpHas TuMdoMa, XpoOHUUEeCKUit 1umM@o-
JIEFIKO3 VTN OCTPBI TMM(POOIACTHBIN JIeiK0o3. OnrcaHbl
caydan pasButus ['C mocie MuUeIoauCIIacTUIECKOTO
cunapoMa. Korga I'C Bo3HMKaeT B KOHTEKCTE APYToil re-
MAaTOJIOTUYECKOM 3J10KAaYECTBEHHOU OMyXOJIM, 3TU IABa
HOBOOOPA30BaHUS YACTO SIBJISTIOTCS KIIOHAJTBHO POIICTBEH-
HbIMU [2, 3].

K HacTosimeMy MOMEHTY B MUPOBOI1 JTUTEpaType OITH-
CaHO BCEro HeCKOIbKO coTeH ciydaeB I'C Bo Bcex BO3-
pPacTHBIX TPYMIIaX, HO HanboJiee 9acTO OHA BCTPEJaeTCs
y B3pocibix. B uccnemoBanmm 159 cimydaes I'C (99 MykumH
u 60 xkeHIIMH) 13 6a3bl JaHHBIX KaHLep-peructpa CIIA
(Surveillance, Epidemiology, and End Results, SEER)
CpeIHUI BO3pacT OOJBHBIX IIPU IOCTAHOBKE IMArHo3a
coctaBui 63 (1-96) roma [4]. He cyliecTByeT N3BECTHBIX
SKOJIOTMYECKUX WIN HACIeICTBEHHO-TEHETUUECKUX (DaK-
TOPOB, Mpeapacroaraonux K pazsuruio ['C.

Knunnueckasg kaptuna I'C BapbupyeT B 3aBUCUMOCTU
OT BOBJICYCHHBIX OPTaHOB. Y OOJBIIMHCTBA MAIIMEHTOB
3a00J1eBaHNE TIPEACTABICHO YHU(MDOKAIBHBIM WIN MYJIb-
THOOKAIBHBIM 3KCTPaHOIAJIbHBIM HOBOOOpPa30BaHUEM,
Yalle BCeTo IopaXalolM KUIIeYHUK, KOXY M MSTKHUE
TKaHu [4, 5]. Tunm4YHOI IOKaIU3aLuy IPU TAKOM peaKoit
omyxoiu, Kak I'C, He cyIecTByeT, B IUTepaType ONMMCAHbI
MMOpaxkeHUsT KOCTHOM CUCTEMBI, TUMMPaTHICCKUX y3JIOB,
IIEYEHU, CEJIE3EHKU, JIETKAX U LIEHTPaJIbHO HEPBHOM CU-
crembl. ConuTapHoe TopakeHue TuM@aTHIEeCKUX Y3JI0B
Habmomaetcst MeHee yeM B 20 % ciydaeB. KiimHuueckoe
teueHue I'C MoOXeT ObITh 0€CCUMITTOMHBIM, OITYXOJIb 00-
HapyKMBAIOT CIyJaifHO, IIPY IIPOBEICHNY KOHTPOJIBHBIX
OCMOTPOB UM 00C/IeA0BaHMI 1O TIOBOAY APYroro 3abo-
JICBAaHMS B XOMI€ BBIITOJHEHUSI PEHTITCHOBCKOM KOMITBIO-
TepHOI TOMOTpadUu UK MTO3UTPOHHO-IMUCCUOHHOM
TOMOTpadpu, COBMEIIEHHON ¢ KOMITbIOTEPHOI TOMO-
rpadueit (ITOT/KT). Yame mammeHTh MOCTYMAalOT
B CTAllMOHADP C MaJbIIMPYyEeMbIM OITyXOJEBBIM 00pa3oBa-
HHEM, CUMIITOMaMU, CBSI3aHHBIMHU CO CIABJICHHUEM OKPY-
KAIOIINX OPraHOB (HaIlpUMeEp, KUIIEYHOW HEIIPOXO-
JIMMOCTBIO), VUIM C CUCTEMHBIMU Xao0aMu (JTMXopaakKa
U cHMXeHMe Macchl Tena). [lopaxkeHne KoXu MMeeT
MHOXECTBO BO3MOXHBIX IIPOSIBJICHUI — OT CBIIH 10 OITy-
XOJIEBBIX y3/10B [2].

M3MmeHeHns B aHaIM3aX KPOBY 3aBUCAT OT BOBJICUCH-
HOM CHUCTEMBI OpPraHoB. Tak, LIMTONEHUS HAOI0IAETCs
mpuMepHoO B 1/3 ciaydaes. [1pyu rucTOIOrnIecKOM HCCIIe-
JIOBAHWU KOCTHOTO MO3Ta OTpeesisieTcs] UH(PUIBTPaTUB-
HBII TIpoliecc ¢ M Y3HBIM XapaKTepOM OITyXOJIEBOTO
POCTa 1 BEITECHEHNEM HOPMAaJIBHOTO reMoIto33a. KpaitHe
penko npu I'C B KOCTHOM MO3T€ OIICAHBI SIBJICHUS TeMO-
¢aronurosa [3]. [1pu mopaxkeHny TUM@PaTUIECKUX Y3JI0B,
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KOCTHOTO MO3Ia 1 CeJIe3eHKH HA0MI0IaeTCsl CHHYCOMIATb-
Hasl MTHQUIBTpALS UX ITapeHXIMBI.

[ucTtronmTapHas capkoMa UMeeT MOP(OIOTHIECKIE
1 UMMYHO(GEHOTUIMIECKIUE TPU3HAKH 3PEJIBIX TKAHEBHIX
TUCTAOLUTOB. OIYXO0JIb COCTOUT M3 KPYITHBIX KJIETOK IO~
JIMTOHAJIBHO WY OKPYIIIO (DOPMBI, PACTYIINX JUCKPETHO
[4]. KieTku UMeloT 00beMHYI0 303MHO(PUILHYIO [IUTO-
wia3Mmy. SAapa mieoMopdHBIE U Yallle BCETO IKCIIEHTPUI-
HO PaCIOJIOKEHHBIE, C YMEPEHHO TUCIIEPCHBIM XPOMATH-
HOM 1 OIHUM WJIA HECKOJIBKUMU MaJIBIMUA, HO 3aMETHBIMU
HyKJIeoJIaMU. B rucToiornueckux mpemnapaTax orpeness-
10TCsI (parOLIUTHPOBAHHBIE 3PUTPOIIUTHI M X (PparMeHTHI,
peakTUBHBIE KJIeTKH (puc. 1, 2).

IIpn mudpdepennnanbHoii nuarnoctuke 'C ¢ I'KJT
u apyrumu 'O caemyeT moMHMTE, 4To B cirydasx ['C orcyt-
CTBYIOT TpaHyJibl BrupOeka v 1ecCMOCOMBI IIPH JIEKTPOHHOM
MuKpocKonuu. 1o mTaHHBIM UMMYHOTHCTOXMMUYECKOTO
nccaenoBanus Kietku I'C 06b19HO akcnpeccupyror CD68,
ymsoumM, CD4 u CD163, HO He 3KCIIPECCUPYIOT CIIELM-
¢uueckue mapkepsl T- 1 B-Ki1eToK, MyenouIHbIe MapKephbl
(Hanpumep, muenonepokcunasy, CD33), CDla, 6emok S100
WY STIATEIMAIbHBIC MapKephl. B psie ciiydaeB oTMedaeT-
ca akcrpeccust CD45, CD45RO n HLA-DR |2, 3, 5].

[NombITKM YCTAaHOBUTH KJIOHAJTBHOCTD OITyXOJIM BCETna
MIPUBOIMIN K HEOMHO3HAYHBIM Pe3yJIbTaTaM, U XOTs MHO-
I71a BBISIBJISTFOTCSI LIMTOTEHETUIECKIE abeppaluu (BOBIIE-
Karomue reHbl 1G), Hu omHa U3 HUX HE SIBJISIETCS CIely -
¢uunoii. B ucropmueckom uccinengopannu A.L. Feldman
M COAaBT. Bce 8 MaLIMEHTOB ¢ (POJUTMKYISIPHOM TUMDOMOIA,
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Puc. 1. Tucmonoeuueckas kapmuna eucmuoyumaproi capkomeol. s ony-
Xoau xapakmepeH Ouckpemmuiii xapakmep pocma. B eucmonoeuueckom
npenapame npuCymcmeyiom KpynHoie MHO20sI0epHble ONYyX01egble KAemKU
¢ 00UNbHOU YUMONAA3MOU, 6OO0BUOHBIM IKCUCHMPUUHO PACNOAONCEHHBIM
adpom. Obpawarom eHumaHue npusHaku spumpogacoyumosa (okpacka
2eMAMOKCUNUHOM U 203uHOM, X 250; Kaunuyeckoe nabaodenue A. 1. Ilas-
JN06CKOIL)

Fig. 1. The histological picture of histiocytic sarcoma. The tumor is
characterized by a discrete growth pattern. The histological specimen contains
large multinucleated tumor cells with abundant cytoplasm and a bean-shaped
eccentrically located nucleus. Signs of erythrophagocytosis are noteworthy
(hematoxylin and eosin staining, x250; clinical case of A.1. Pavlovskaya)

Puc. 2. Tucmonoeuueckas kapmuna eucmuoyumapHoii capkomol. Ha mu-
Kpogomoepaghuu — npusHaxu 3pumpogazoyumosa (0OKpacka eemamorcu-
AuHOM U 203utHom, %400; kaunuueckoe Habarodenue A. U. Ilasrosckoii)
Fig. 2. The histological picture of histiocytic sarcoma. The micrograph shows
signs of erythrophagocytosis (hematoxylin and eosin staining, *x400; clinical
case of A. 1. Pavlovskaya)

Yy KOTOPBIX CMHXPOHHO MJIM MeTaxpoHHO pa3Buiach ['C
wm CUAK (y 1 mamuenTa), mmenu t(14;18), BEISIBICHHYIO
C TTIOMOIIIBIO JTN0O (DIIYyOPECLIEHTHOI in Situ THOpUIN3AIN
(FISH), nu6o monumepa3Hoil 1enHo# peakiuu. [1aTh
cinydaeB ['C ObUIM MeTaXpOHHBIMM, Pa3BUIIMCH B IIEPUOJ,
oT 2 Mec 110 12 neT rocie GoTUKYIIpHOI TMM@POMBI, B TO
BpeMs Kak B 3 cirydasx doynukynaspHas aumdoma u I'C
ObUTH CUHXpOHHBIMU. [1py aHaIM3¢e MOIyIeHHBIX pe3YIb-
TaTOB aBTOPbI BBICKA3AJIU MPEATOJIOKEeHE 00 00IeM K10~
HaJIbHOM TIPOUCXOXACHUYN (POJTUKYIIPHON TUMGOMBI
ulC][5, 6].

B pa6ore W. Chen u coaBT. B9 (39 %) u3 23 cinyyaeB
I'C nHabmopanuch K1oHaAbHBIE TIEPECTPOMKN TEeHOB TsI-
JKeJIBIX 1ierieit nMMyHor1o0ymmHOB (Ig) (¢ gk vm 6e3 He-
ro), B2 (9 %) ciy4asix — TOJIbKO KJIOHAJIbHAS IIEPECTPOKa
reHa Igk. B 1 cirygae 6puta o6HapyxeHa t(14;18) ¢ momo-
IIbIO TTIOJIMMEpPa3HO# LenHoi peakuu, a aHanu3 FISH
rmokasaj pe3yibsrat ciausuusg IGH/BCL2 B HeoriacTuae-
ckux ructuouurax. Bee cnyvau ¢ IgH v Igk, NO3UTHBHbBIE
s I'C, 6butr oTpULIaTeNbHBIMU 17151 B-KJ1eTOUYHBIX TpaHC-
KpUNLIMOHHBIX (pakTopoB, Takux Kak PAXS5 u BOBI,
X0Ts B 4 13 7 cllydaeB OTMeJalIach MOJIOXUTEIbHAS pe-
akuwms ¢ Oct2 [7].

[Ipu MOIEKYISIPHO-TEHETUUECKOM HMCCICIOBAHUUI
omyxojeBoro cyoctpata nipu I'C oTMeueHa reHeTUIecKast
WA STIUTeHeTnYecKast MHaKTuBalus reHoB PTEN, INK4A
(p16) n ARF (p14), HO KaK WIN TIOYEMY 3TH U3MEHCHUS
MIPOUCXOJIST, HesICHO [8].

Ectb coobmienus o cayvasx I'C, Hecylmmux MyTalnio
BRAFV600E, napsiny ¢ ApyTMMHA MyTallUSIMU CUTHAJIbHO-
ro mytu MAP2K1. laHHbI (DakT OTKPBHIBAET NEPCIIEKTH -
BBI [UIS TepaIleBTUYECKOTO MMPUMEHECHUSI MHTIONTOPOB
MEK[9, 10]. Tem He MeHee ¢ y4eTOM HEMHOTOYMCIIEHHBIX
cinyyaeB I'C B MUpOBOI TuTepaType yOeAUTEIbHBIX KT -
HUYECKHMX PeKOMEHIAIN IM0O TepareBTUICCKIX IIPOTO-
KOJIOB He pa3paboraHo. BapuaHThI Tepanuu BKIIOYaIOT
XUPYPru4ecKoe, JIydeBOe M XMMUOTEPAIeBTUUIECKOE
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neyeHue. BeiOop Mexay 3TUMU BapuMaHTaMU B MEPBYIO
odepenb 3aBUCUT OT CTETICHU PacIpOCTpaHeHMs 3a00JIe-
Banwus. [TaumenTsl ¢ myasrucuctemHol I'C u comrapHoit
OITyXOJIbIO pa3MepoM OoJiee 3,5 cM MMEIOT XyIIIUIA TIpo-
rHo3. Y nmanueHToB ¢ yHudokaabHoi 'C mpumeHsioTes
XUpPYpTAYecKasi pe3eKINs 1 aIbloBaHTHAS JIyJIeBas Tepa-
g (Jaiie B cyMMapHoIi ogaroBoit no3se 45—50 Ip).

Camas GosbIast cepus ciaydyaeB BKIodana 14 mau-
€HTOB ¢ YHU(OKAIbHOU 3KcTpaHomanbHoOl I'C, nedyeHue
KOTOPBIX IIPOBOAUIOCH B 0OAHOM yupexaeHuu [11]. I1stu
IareHTaM ObUIa BEITTOJTHEHA TOJIBKO XUPYprudecKas pe-
3ekuus. Y 2 u3 HuX B TeueHue 3—4 mMec 3apMKCUPOBAHO
OTHaJeHHOE IIporpeccupoBaHue. [Ba maleHTa XX1uBbl 6e3
MPU3HAKOB pelianBa. Y 5-ro mauueHTa pa3BUIICS JIOKAIb-
HbII pELIMIUB Yepe3 6 Mec I0ocIe olepalum, YTO IOTpe-
0OBaJIO TIPOBEACHMS JIy4eBOil Tepanuu (OOJBHOM KUB
B TeueHue 11 et 6e3 MpU3HAKOB peluarBa). Tpoum ma-
LIMeHTaM ObLIa IIPOBeACHA XUPYPIIecKast pe3eKIIUs C allb-
I0BaHTHOI J1y4eBoii Tepanueit. Hu y omHOro u3 Hux He oT-
MEYaJIOCh JIOKAJILHOTO peruanBa. OTmajaeHHbIC PEIIUIUBI
yepe3 17 n 26 Mec OTpeOOBaIM ITOBTOPHOTO XUPYPIy-
YeCcKOTo JieyeHusl (Bce 3 malreHTa XXKMBbI 0e3 IPU3HAKOB
3a00J1eBaHMs ITpU MeauaHe HadmoneHus 22 mec). Illects
MMAlIMCHTOB ITOJYYMIU aXbIOBAHTHYIO XUMHOTEPAIIUIO
(B ocHoBHOM 110 cxeme CHOP: nmknodochamm, 1oKco-
pYOMILIMH, BUHKPUCTUH U nipeaHn30Ji0H). [Tporpeccupo-
BaHHE C OTHAJCHHBIM METAaCTa3MpPOBaHMEM DPa3BIIOCH
B T€UCHUE HECKOJIPKMX Heleb Y 2 MallMeHTOB, | U3 HUX
YCIICIITHO TTOJIYYIUT JAJIbHEHIIIee XMMUOTEPalleBTUIECKOe
JnedyeHue. JIBoe naleHTOB XUBHI 0€3 MPU3HAKOB 3a00J1e-
BaHUS MPU CPeIHEM Cpoke HabmoneHusa 16 mec. Ha oc-
HOBaHUHU 3TUX JaHHBIX METOIOM BHIOODA SIBIISIETCS XUPYP-
TMYECKas PEe3EKIUS C aIbIOBAHTHON JIy4€BOM Tepamnuei.
JlaHHBII TOAXOM, TI0-BUAUMOMY, 00eCIIeuMBaeT XOPOIIUHi
MECTHBIII KOHTPOJIb P MUHUMAJIbHON TOKCUYHOCTH.
[MammeHTHI, KOTOPBIC MOABEPralOTCs MEePBOHAYAIBHOMN
XUPYPTUICCKOM pe3eKIINHU, a 3aTeM CTAIKUBAIOTCS C M30JIH1 -
POBaHHBIM PELIMINBOM, MOTYT OBITh PACCMOTPEHBI IS IIPO-
BEICHMS IOBTOPHOM pe3eKIINY 1/ WIH JIydeBOM Tepariu.

VYV nmauuenTtoB ¢ MynstucucuctemMHuoi I'C meromom
BBIOOpA SABJISIETCS MOIUXUMUOTepanusa. OnTuMaabHast
cxema neyenus I'C He onpeneneHa. BoabIIMHCTBO Kin-
HULIMCTOB UCITOJIB3YIOT CXeMBbI, pa3paboTaHHbBIC IIJIS IT1a-
LIMEHTOB C arpeCCUBHBIMU TUMGbOMaMU, TAKUMHU KaK Tud-
¢y3Hag B-kpymHokiaeroyHas JuMdpoma: 6—8 IUKIOB
xumuoTtepanun CHOP gBisioTcs mpearnoYTuTe IbHIMU
JIIJIST TIOKMJTBIX TTAIIMEHTOB, TOTIA KaK y ITallMeHTOB OoJiee
MOJIOZOTO BO3pacTa ¢ HEOTSITOIIEHHBIM COMAaTUYECKUM
CTaTyCOM BO3MOXHO IIPOBEACHHUE JICUCHHUS IO CXeMe
EPOCH (3Tomo3unm, mpemHN3010H, BAHKPUCTUH, ITUKJIO-
dochamu, TOKCOPYOUIIMH) WIIN KapOOILIaTHHCOIEpXKa-
muM cxemam [11].

XUpyprudeckKoe BMEIIaTeIbCTBO OTPaHUIMNBACTCS T~
arHOCTUYECKOM OMOIICUEN 1 JIeYeHNEeM OCJIIOXKHEHMM, Ta-
KUX Kak rnepdopanusi, 00CTpyKIIUSI WU KPOBOTEUEHMUE.
Y6enutenbHOl poOaM agbIOBAaHTHOM Jy4eBOW Teparuu
mpu ['C ¢ MyJIBTUCHUCTEMHBIM MMOPaXKEHUEM HE OTMEUYCHO.

Capkoma u3 KnetoK JlaHrepraHca

CapkoMma 13 KJIeTok JlanrepraHca — HOBOOOpa3oBaHHE
BBICOKOM CTeTICHU 3JI0KAY€CTBEHHOCTH C IIUTOJIOTUIECKI-
MM TIIpU3HaKaMM W (EeHOTHIIOM KJIeToK JlaHTepraHca,
BCTpEYaeTCsl KpallHe peaKo, MOPaxaeT KOXY, KOCTHBIA
MO3T, JTMM(paTUIEeCKUE Y3JIbI, CEIe3CHKY, IIEYCHD U JICTKHE.
YacroTa BcTpeuaeMOCTH capKOMbI U3 KJIeTOK JlaHrepraH-
ca B MOMYJISIUM cocTaBsieT 2 ciydas Ha 100 murH [12].
CpenHuii Bo3pacT Ha MOMEHT ITOCTAHOBKU AMarHo3a —
34 (11-75) rona, 60 % — KEHIIMHBI.

Capkoma 13 KiIeTok JlaHrepraHca MOXeT BOZHUKATD
de novo UM HAOIIOMATHCS MIPU APYTUX 3a00JIeBaHUSX.
Heckonbko ciyyaeB ObLIO 3apeTrMCTPUPOBAHO IIPU MU-
esnonpodepaTUBHBIX CUHAPOMAX, IPYTUX TUCTAOLIUTAP-
HBIX 3a00JIEBaHUSIX, OCTPOM JTUM(POOIACTHOM JIEMKO3€e
U3 B-JTMHEWHBIX MpeaecCTBEHHUKOB, (DOJUIMKYISIpHOMR
JmMdoMe, a TaKKe y OOJIBHBIX ITOCe TPaHCIUIAaHTAILIUKI
nedyeHu [13].

B OosbIIMHCTBE ciydyaeB MOpaXkaloTcsl KOXa, KOCTU
B BUIE MYJIBTU(OKAIBHBIX 09aroB, a TakKe InMdaTaec-
Kue y3ibl (B 22 % ciydaeB). JIlpyrue 30HbI IOPaKeHUS
BKJTIOUAIOT MSTKHE TKaHU, JIETKHE, TICICHD U CEJIC3CHKY.
B 44 % cnyuyaeB capkoMbl U3 KJIeTOK JlaHrepraHca oTMe-
yatorcs pacnpoctpaneHHas (III-I1V) cramusa n tsokenoe
KIMHIYecKoe TeueHue. [enmaTociuieHoMeranys Haboma-
ercd B 22 %, nanuuronenus — B 11 % cirydaes [12].

B omyxoseBbIX KiIeTKax IpH 3JIEKTPOHHOM MUKPOCKO-
Y oOHapyxXuBatoTcs rpanyiasl bupoeka (CD207 (naH-
repuH) — TpaHcMeMOpaHHBINM JekTnH C-tuna I Tuma,
CBSI3aHHBIN C 00pa30BaHMEM ATUX IPaHyI), a IIPU UMMY-
HOTHCTOXUMHMYECKOM HCCICIOBAHUN SKCIIPECCUPYIOTCS
CDlau 6emok S100 [14]. TKJI u capkoma 13 KieTok JlaH-
repraHca pa3JMJarTcs 110 KITMHUYECKOMY TeUCHUIO, MH-
JeKCy MponudepaTUBHON aKTUBHOCTU M HAJTUMYUIO aTH-
MMYHbBIX KJIETOK (puc. 3—6).

Bosiece yeM y MOJIOBMHBI MAIlMEHTOB C CapKOMOU
U3 KjIeTok JlaHnrepraHca Oblla oOHapyxXeHa MyTallMsl
BRAFV600E [2]. TlonHOreHOMHOE CeKBEHUpOBaHUE
Ha IIpeAMeT U3MEHEHMSI YK CIa KOIMI 1 IOTepU TeTePO-
3UTOTHOCTH OKA3AJIO CJIOXKHBIA KAPUOTHUII C IIEPEMEHHOM
TUIICPAUIIONINEIT 1 MHOTOUYMCICHHBIMM aJUIeIbHBIMU
nucoOamaHcaMy. 3HAYMMbIe HaXOIKU BKJTIOYATI TOMO3H-
TOTHYIO neennio B 9p21 ¢ yaactuem reHa CDKN2A n mo-
TepIO0 TeTEPO3UTOTHOCTU B 17p ¢ yuyactuem reHa TP53
B COUETAHUM C MUCCeHCc-MyTanumeit TP53 [15].

OrnruManbHasI CTpaTerys JICYCHUS CApKOMBI M3 KIIETOK
JlanrepraHca He ompeneaeHa U3-3a PeIKOil BCTpedaeMOC-
. OIHAKO pamgvKaJbHOE XUPYPTrAUYEeCKOe MCCEUYCHUE,
XUMUOTEPAIsl ¥ JOTIOJTHUTEIHHBIN JIOKAIBHBIN KOHTPOJIb
C TIOMOIIIBIO JTYI€BO TepaIliy SBJISIIOTCS JOCTATOYHO -
(peKTUBHBIMM TIPU JIOKAJIM30BaHHBIX MOpaxeHusx [16].
JlyueBas Tepanyist MoXeT OBITh 3(pDeKTUBHA MIPU JICYCHU N
MaJIOMHBAa3MBHbIX MOpaXKeHUI capKOMOM U3 KiaeToK JlaH-
repraHca. YCIrielHoe JieueHue pacipoCcTpaHeHHOro 3a00-
JICBAaHUSI C MYJIBTUGOKAIBLHBIM ITOPaXXEeHHUEM OpPTaHOB
BO3MOXHO ITPY UCIIOJIB30BAHNH PA3TMIHBIX XUMHUOTepa-
MEeBTUICCKUX peXXMOB. CHCTeMHasi XMMHUOTEPAIIHs, TaKasi
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Puc. 3. fucmonoeuueckan kapmuna capkomo u3 kaemok Jlaneepeanca.
[lracmer onyxonegvix kaemok 6 3nudepmuce u cy60epmanbHol mkawu
(oKpacka eemamoKcuasuHom u 203unom, % 150; kaunuueckoe nabaiodenue
A.H. Ilasnoscioir)

Fig. 3. The histological picture of Langerhans cell sarcoma. Tumor cell sheets
in the epidermis and subdermal tissue (hematoxylin and eosin staining, * 150;
clinical case of A. 1. Pavlovskaya)

Puc. 4. Tucmonoeuueckas kapmuna capkomwl u3 kaemok Jlaneepeanca.
B snudepmuce onpedensromcs KpynHoie 08ysioepHbie Knemku ¢ 60006UOHbIMU
sopamu. B uacmu kaemok — Hykaeonsl. Boipaxcenv npusHaku KaemouHoil
amunuu (0Kpacka eemMamoKCuAUHOM U 203uHom, * 150; kaunuveckoe Ha-
onodenue A. U. Tlasnroeckoil)

Fig. 4. The histological picture of Langerhans cell sarcoma. In the epidermis,
large binucleated cells with bean-shaped nuclei are determined. In some
of cells, there are nucleoles. Pronounced signs of cell atypia (hematoxylin
and eosin staining, x 150; clinical case of A.1. Pavlovskaya)

Puc. 5. lucmonoeuueckasn kapmuna capkomol u3 knemok Jlaneepearnca. O6-
PAWaiom HUMAHUe NpU3HaKu kaemouroi amunuu. IIpeobaadarom onyxone-
8ble KAemKU ¢ 10poM HenpasuabHoli 60008UOHOI (hopmbl (OKpacka eeMamox -
cunuHoM u 303unom, *400; kaunuueckoe Habarwdenue A. U. [lasrosckoii)

Fig. 5. The histological picture of Langerhans cell sarcoma. Signs of cell atypia
are noteworthy. Tumor cells with an irregular bean-shaped nucleus predominate
(hematoxylin and eosin staining, x400; clinical case of A.1. Paviovskaya)

Puc. 6. Daexkmponnas muxpockonus. Capxoma u3 kaemok Jlaneepeanca.
Paxemkoobpaznvie opmol epanyr bupbeka 6 yumonaasme onyxonegoii
Kaemxu (Kaunuueckoe nabnodenue A. H. Ilasroeckoii)

Fig. 6. Electron microscopy. Langerhans cell sarcoma. Racket-like forms of Bir-
beck granules in tumor cell cytoplasm (clinical case of A.1. Pavlovskaya)

kak CHOP, wiin CHOP-niomo6HBIE CXeMBI, MOTYT OBITH
YCHEITHBIMHU B psife caydaeB [ 14]. CoBpeMeHHBIE JaHHBIC
ToKa3bIBaloT, 4YTO pexkuM ESHAP (3Tonosun, nucriaTiH,
OUTapabuH, IPEIHU30JI0H) MOXET OBITh YACTUYHO (-
(beKTUBHBIM B JIeYEHUU MMALIMEHTOB C PELUANBOM. DTOIO-
sunpcoaepxkamas xumuorepanuss EPOCH 3a cuer cBoeit
MEHbIIEH TOKCUYHOCTU 00Jiee OMpaBIaHHA Y MOXMJIbIX
nanueHToB [14].

ITauyeHThl ¢ MHOTOY3I0BbIM /MY/IBTUCHCTEMHBIM 3a-
0oJIeBaHUEM MMEIOT OYEHb IIOXOM NPOrHo3: 64 % mauu-
eHTOB TTorn6amT. CMEpTHOCTh OT MPOTPECCUN CAPKOMBI
u3 kierok Jlanrepranca cocrasusier >50 % [13].

OHKOTEMATONOIMA 1°2022 rom17 | ONCOHEMATOLOGY 172022 vor. 17



Pepnkue n cnoxHblie KNMHU4YECKUe cCuUTyauuu: TpyaHOCTU ANArHOCTUKU U Bbl60p TAKTUKU Nle4YeHuns

OHROTEMATONOIUA 1’2022 tom17

Onyxob U3 AEHAPUTUYECKUX KNETOK

HeyTOYHeHHaA

OIyX0J1b U3 IeHIAPUTUICCKUX KIICTOK HEYyTOUHEHHAS,
TaK:Ke M3BECTHASI KaK TMCTUOLIMTO3 13 HEOIPeaeICHHBIX
KJIETOK, — Ype3BBIYAfHO pemKasl OIyxoJjieBasi Impomde-
paums MoaruMop¢hHON MOMYJISIIUN KIETOK, (hopMa KOTO-
PBIX BapbUpyeT OT BEPETEHOOOPA3HBIX IO OKPYIIBIX [2].
G.S. Wood u coaBrt. B 1985 1. BepBbIe BEIIBUHYJIM IIPEI-
nonoxeHue o ToMm, yto OJIH npeacrasisieT coboit oTmesnb-
HYIO HO30JIOTUYECKYI0 (popMy, OTIMUYHYIO oT Apyrux 'O
Koxu. B mureparype 0but onyonmkoBaHb 85 cirydaeB OJIH
¢ 1985 1o 2016 r. CpenHuii Bo3pacT 60JIbHBIX COCTABISIET
45 (0—87) nmet [17, 18].

KiuHuueckoe TeueHre BecbMa BapruadebHOE: OT CITIOH-
TaHHOU perpeccuu A0 OBICTPOTO IIPOTPECCUPOBAHUS.
B ornuume ot I'KJI, OAH orpaHuumBaeTcs KOXe
1 B OOJIBIIMHCTBE ciydyaeB (88 %) uMmeeT MHIOJIEHTHOE
KIMHUYECcKoe TeueHne. YacTo paguKaabHOE XUPyprudec-
koe ucceuenre O/JH npuBoauT K MOTHOMY U3JIEYEHUIO.
Koxsabie mopaxkeHUs IpencTaBIeHbI OMHON WM HECKOJIb-
KUMMU MaIyjaaMu, y3eJKkaMu Uian OJsikamu. Pexe mpo-
HUCXOOUT HopaxeHue TMMbaThdecKux y3/10B (9 %) wiu ce-
ne3eHku (2 %). CucteMHbIe MPOSIBICHUS OTCYTCTBYIOT.
Y 13 % nauuenroB ¢ OJJH ObLIu omucaHbl COMYTCTBY-
IoIIMe 3JT0KAa9eCTBEHHBIE HOBOOOPAa30BaHMsI, BKIIIOUYAIO-
€ OCTPBIA MUCJIOMIHBIN JISMKO3, OCTPhIi TUM(OOIacT-
HbII Jeiiko3, T-kieTouHyto nuMdomy, TMMGOOIACTHYIO
JmMpomy 13 B-TMHEHHBIX IIpeaIeCTBEHHUKOB.

XapakTepHbl€ 111 TAITMYHOU T'MCTOJOrMYECKOM Kap-
tuHel OJIH oyaru mopaxeHuss 0OBIYHO pacroiararoTcs
B IepMe, HO MOTYT PacIpOCTPAHSITLCS M Ha ITOAKOXKHYIO
XUPOBYIO KileTyaTKy. MHdunsrpaT q1udGy3HbIA, COCTOUT
13 KJIETOK, HATOMUHAIOIINX KJIeTKU JlaHrepraHca, ¢ MH-
BarMHauueu sinepHoil MmemoOpansbl. LluToriazma oObIYHO
903MHOGWIbHAs. MOIyT IPUCYTCTBOBATh MHOTOSIICPHBIC
TUTAHTCKHE KJICTKU. B HEKOTOPBIX CiIyyasx OTMEUYeHBI
BepeTeHooOpa3Hble KieTku. B knetkax OIH orcyTcTByIOT
rpanHyJibl bupb6eka npu yasTpacTpyKTypHOM HCCJIeIoBa-
HUM. MOTYT IPUCYTCTBOBATh CIOXHBIC MEPEKPEIINBa-
IoIIrecs KJICTOYHBIE OTPOCTKU, HO IECMOCOMBI OTCYTCT-
ByIoT. YacToTa MHUTO30B CIUILHO BapbUpyeT OT CIydasi
K cnyyato. ComnyrctBytomue I'KJI 303nHO(DUIBI 00BIYHO
oTcyTcTBYIOT (puc. 7) [19].

NMMyHOrMCTOXUMUYECKME OCOOEHHOCTU OITyXOJIEBBIX
KJIeTOK: aKcmpeccust 6enka S100 u CD1a npu oTcyTcTBUM
nanrepuHa. He skcrpeccupyrorces cenmduyeckue Map-
kepsl B- n T-xierok, CD30, rucTuolmTapHbIii MapKep
CD163 1 mapkepbl (QOJTMKYISAPHBIX AEHAPUTHBIX KJIIETOK
CD21, CD23 u CD35. Mnnekc npoaudepaTUBHOM aKTUB-
Hoctu Ki-67 cunbHO Bapbupyer [2].

R.A. Brown u coasr. orucanu 3 cinydas OJIH ¢ tpanc-
sokaumeit ETV3-NCOAZ2. Dta aHomaiys He ObUIa OTMEYeHa
pu apyrux ['O, 9T0 MO3BOJISIET IPEAIIONOKUTD TAaTOreHe -
TUYECKYIO POJIb HeCTy4aliHbIX MOJIEKY/ISIPHBIX abeppaiuit
npu OJH. IpucyrcrBue myraumu BRAFV600E, xapakTep-
Hoit g I'KJI, mpu OJIH ormicano peaxo (BeisiBlieHa B 3 3a-
PErUCTPUPOBAHHBIX ciy4asx) [17, 20].
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Puc. 7. Tucmonoeuueckas kapmuna onyxoau u3 0eHOpUMUYEeCKUx KAemox
HeymouHeHHOU. B noOK0JICHOIL JCUpO8oTl Kaemuamice pocm OnyxXoau u3 KAemox
¢ npuuyoaugot gpopmoit sdep. Obpawsaem HUMAHUE NPUCYMCMBUE AUMPO-
UOHOKAEMOYHO20 UHGUABIMpPama (0Kpacka eMamoKCuauHoOM U 303UHOM,
% 150; kaunuueckoe Habnrodenue A. H. ITasrosckoii)

Fig. 7. The histological picture of indeterminate dendritic cell tumor. In the
subcutaneous fatty tissue, a tumor grows from cells with a bizarre nucleus shape.
Noteworthy is the presence of lymphoid cell infiltrate (hematoxylin and eosin
staining, x 150; clinical case of A.I. Pavilovskaya)

HuddepennunanbHaa nuarHoctuka OIH ocHoBaHa
Ha THCTOJIOTMYECKOM M NMMYHOTHICTOXUMMYECKOM HCCIIe-
nmoBaHUSIX. [IpoBomUTCS MeX Iy I0BeHWJIBHOM KCaHTOTpa-
HyJIEMOI1 ¥ CapKOMaMU U3 IEHIPUTHBIX KJIETOK (OCOOEHHO
¢ HeonpeneneHHBIM (CD la-1mooXXuTeIbHbIM / TaHTePUH-
OTpHUIIATEeIbHBIM) (DEHOTUIIOM ), UMEIOIIIMMU arpecCUBHOE
KIMHUYECKOE TeUCHHUE.

B neyeHunun 60JbHBIX MPUMEHSIETCS paauKalbHas X1-
pyprudeckasi pe3eKIms ¢ XOpOIIMU pe3yasratamu. [1pu-
BOISITCS CJIy4ad MCIIOJIb30BaHMS IICOpajieHa W YJIbTpa-
¢uoseToBON TepanmuM IuamadoHa A, HO MMEIOLINECS
HaOJoAeHUsI MeHee 1 rojga He MO3BOJISIIOT 1aTh TOYHYIO
OLIEHKY 3((PEKTUBHOCTU JAHHBIX METOJ0B. XMMHOTEpa-
MMeBTUYECKOE JICUCHHNE TIPUMEHSIETCS TOJIbKO IIPU JUCCe-
MHHUPOBAHHBIX CIy4YasXx M BBI3BIBA€T MMCKYCCHUM, TaK
Kak oonpimHeTBO O/IH nMeeT MemieHHOE OTHOCUTEIBHO
JI0OpOKAYeCTBEHHOE KIIMHUIECKOE TeYCHNE C OTIMCAHHBI-
MM CIIOHTAaHHBIMH peMuccusiMu [19].

CapKomMa U3 UHTEepAUTUTUPYIOLLUX

AeHAPUTHBIX KNeTOK

CapkoMa 13 UHTepAUTUTUPYIOIINX TeHIPUTHBIX KJIe-
TOK — OY€Hb PeIKOe HOBOOOPA30BaHNE, BXOISIIEE B TPYII-
ITy TUCTUOLIMTAPHBIX M ICHIPUTHO-KJIETOUHBIX HEOIUIa3HIA.
CHUJIK rponcxomuT U3 MHTEPAUTUTUPYIOIINX JEHAPUTHBIX
KJIETOK MapaKOPTUKAIbHOM 30HBI IMMMATHIECKOTO y37a,
POJIb KOTOPBIX 3aKJTI0YACTCS B IIPEICTABJICHUN aHTUTCHOB
T-ximeTkaM 1 pery/saiuu KJIETOYHOTO MIMMYHHOTO OTBETA.
HMMeroTcst maHHBIE 0 CHHXPOHHBIX M METaXPOHHBIX aCCO-
muanugx CUJIK ¢ comnaHbIMM OITyXOIsIMU MU APYTUMU
reMaToJIOTUICCKIMU 37I0Kau4eCTBEHHBIMI HOBOOOPa30Ba-
HusSMU (00bIYHO B-KiteTrounbiMu) [2].

B nuteparype onucano Bcero okojo 100 ciaydaeB
CHUJK. Cpenunii Bo3pacT OOJIBHBIX COCTABIISIET 56 JIET.
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Yrto KacaeTcs reorpaduyueckoro pacrpeieieHust, TO Ha
Asuto u CIHIA npuxoautcsl 60JbIIMHCTBO CIydaeB —
40 u 32 % cooTBeTCTBeHHO [21].

Ponsw Bupyca DmureitHa—bapp, reprieca B maToreHe-
3¢ CUJIK He monrBepxneHa [22].

Knunnyeckas KapTuHa, Kak IIpaBUIO, IIpeACTaBIeHa
6e300/1e3HEHHON JIOKAJIM30BaHHOM TMMdaaeHonaTue,
BcTpeyvalomieiicss B 47 % ciyuyaeB. YacTtoTa mopaxxeHus
rpynin TMMGaTUIECKMX y3/10B B ITOPsIKe YOBIBaHMS: 11T -
Hbl€, TOIMBIIICYHbIE, A0OMUHAJIbHbIE, TTAXOBbIE, ME/IM -
actuHanbHble. B 25 % ciaydaeB npu CU/K nopaxaiorcs
9KCTpaHOIaJbHbIE 30HHI (II€YeHb, JIETKUE, CeIe3eHKa,
KOCTHBIIN MO3T U KEIyIOYHO-KHUIIIEYHBIN TPakT). Cuctem-
Hbl€ CUMIITOMBI, TAKKE KaK YCTAJI0CTh, INXOpaaKa 1 HOY-
HBbIE ITOThI, BCTPEYAIOTCS peXe, YeM MPU IPYTUX OIYXOJISIX
U3 JCHIPUTHBIX KJIETOK. PeKo MOryT HabIoaaThest TeHe -
paiu3oBaHHast TMMdaaeHONATHs, CIUIEHOMETAJIUSI WU Ie-
IaToMerajusi.

OmnyxojieBble KJIETKM MUMEIOT (DOPMY OT OKPYIJION
IO BepeTeHO00Pa3HOI, a TAK:KE OOMIBLHYIO 203UHO(DUIIb-
Hyl0 1uToriasmy. Mopdosorus siep HEOTHOPOAHA, B HUX
00BIYHO MPHUCYTCTBYIOT HYKJIEOJIbI OOJIBIIOTO pa3Mepa.
OrnucaHbl pa3JIMuyHbIe BAPUAHTBL POCTA MATOJIOTMYECKUX
KJIETOK, TaKue KaK JIMCThI, THe3/1a, 3aBUTKU WJIU ITy4KU,
BKJIIOYAIOIIME MaJjible JTMM@OLUTHI Cpeau AeHAPUTHBIX
kieTok. OmyxoeBble MHPUIBTPATHI JIOKAIU3YIOTCS B Ia-
PaKOPTUKAIbHOM 30He TuMdaTudeckoro y3na (puc. 8, 9).

MMMYHOTMCTOXMMUYECKOE UCCIeI0BAHUE SIBIISICTCS
OIIPEIEIISIOLIMM ISl [IOCTAHOBKY ITPaBUJILHOIO AUMATHO-
3a. OmHako crienuduaeckoro mapkepa it CUJIK He cy-
mecTByeT. OnyxoyeBbie KIIETKU 3KcrpeccupytoT S100,
BUMEHTHUH (LMTOILIa3MaTh4ecKas skcapeccusi) u CD68
(BapuabenpHO) (puc. 10), He 3KCIPECCUPYIOT MapKePhI
TMCTUOLIMTAPHBIX Ki1eToK JlaHrepraHca 1 (hOoJUTNKYJISIPHBIX
neHapuTHBIX Kietok (CDla, manrepun, CD21, CD23
u CD35), a takke B- u T-nmuneitnsie mapkepsl. [Ipom-

Puc. 8. lucmonocuueckas kapmuua capkomvl u3 uHmepoULUMUPYOULUX
deHOpummbix Kaemok. Onyxonegvie KAemKU ¢ YemKUMu epaHuyamu, 10pa
noAUMOphHble, YUMONAasmMa 00UAbHAs (OKPACKA 2eMAMOKCUAUHOM U 303U~
Hom, x400; kaunuueckoe Habarodenue A. U. Ilasrosckoii)

Fig. 8. The histological picture of interdigitating dendritic cell sarcoma. Tu-
mor cells with clear boundaries, polymorphic nuclei, abundant cytoplasm
(hematoxylin and eosin staining, x400; clinical case of A. 1. Paviovskaya)

Puc. 9. Daexmponnas muxpockonus. Capkoma u3 unmepoucumupyouux
dendpumnsix Kaemok. Mecmo konmakma 2 onyxoneguix KAemok 6 8uode uH-
mepoueumayuii. 0po onyxoneeoi kaemku nOOK08000pasHoe, ¢ 08YMs HYK -
Aeonamu (kaunuueckoe naoarodenue A. H. Ilagrosckoir)

Fig. 9. Electron microscopy. Interdigitating dendritic cell sarcoma. Contact
between 2 tumor cells as interdigitations. The tumor cell nucleus is horseshoe-
shaped with two nucleoli (clinical case of A. 1. Pavlovskaya)

deparnBHbii nHAEKC Ki-67 0OBIYHO KOJIEOIETCS B IIpee-
nax 10—-20 % (cpennee 3Hauyenue 11 %) [2].

Hurorenernueckoe uccienosanue npu CUJIK He 8-
JisieTcst 00s513aTeIbHBIM, ITIOCKOJIbKY CIIeLIM(DUYHbBIE LIUTO-
reHeTUudYeCcKre abeppalliy Py JaHHOM IAaTOJIOTMU He oI~
canbl. B psane cayyaeB CUJIK BcTpeyaloTcs mepecTpoiiku
redHa /IGH, KaK ¥ TIpu APYrux BapuaHTaX T'MCTUOLIUTAP-
HBIX/IEHAPUTHOKJIETOYHBIX HOBOOOpa3oBaHMil. MyTalmu
B reHe BRAFV600F taxxe 6b111 otMedeHsl ipu CUJIK.
B cuHXpOHHBIX clydasgx (GOJUTUKYISIPHON TUMGOMBI
n CUAK abeppauum ¢ BoBieueHrueM BCL2 BBISBISINCH
B 00€MX OTYXOJIEBBIX ITOMyIsIusx [21].

Junarno3 CUJIK — nrnarHo3 UCKII0YeHUsT, 00s13aTeb-
HbIM YCJIOBUEM KOTOPOTO SIBJIsieTCs nuddepeHIraaIbHas
mnarHoctuka ¢ ®IAKC, I'C, meraHoMoii, MeTacTazaMu
JIPYTUX 3]I0Ka4eCTBEHHbIX HOBOOOpa3oBaHuii. J1jist mocra-
HOBKM JMarHo3a TpeOyeTcsi KOMILUIEKCHBIN MOAXO0, VY-
TBIBAIOIINI KIIMHUYECKHE OCOOEHHOCTH, MOP(DOUMMYHO-
JIOTUYECKHE XapaKTePUCTUKU, TaHHbIE JIy4eBbIX METO0B
uccienoBanysl. BaxXHo MogYepKHYTh, YTO IIEPBOHAYAIBLHO
B 11 % cnydaeB CUJK omun6oYyHO AMarHOCTUPYETCS
Kak Ipyras 3J10KayecTBeHHas omyxoJib. C TOUKU 3peHUs
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Puc. 10. Ammynoeucmoxumuueckuii npenapam. Capkoma u3z uHmepoueumupyouux 0eHoOpumuvix kaemok. Jxcnpeccus onyxonegvimu kaemxamu S100 (a)

u sumenmuna (6) (x 100; kaunuueckoe Habarodenue A. U. Ilasroeckoii)

Fig. 10. Immunohistochemistry. Interdigitating dendritic cell sarcoma. S100 (a) and vimentin (6) expression by tumor cells (* 100; clinical case of A.1. Pav-

lovskaya)

CTaAMpPOBaHUs OOBIYHO MTPOBOAUTCS KOMITBIOTEpHAs TO-
Morpacdus ¥ TPeIIaHOOMOIICHSI KOCTHOTO MO3ra (Ha Ipej-
MeT ero BomieueHus ). I[lopaxkeHne KOCTHOTO MO3Ta OT-
MeueHo v 11 % O6oapHbIX. HeobXxomnmMocTs poBeaeHUs
TPENaHOOMOIICUY KOCTHOTO MO3Ta Y ITAIIMEHTOB C JIOKAJIH -
30BaHHBIM 3200JIEBaHMEM, Y KOTOPBIX OTCYTCTBYIOT IIUTO-
TIeHUS W/ WINU CUCTEMHBIE CUMIITOMBI, OCTAeTCSI HeSICHOIA.
Ponp IIDT/KT mis onpeneneHus pacipoCcTpaHEHHOCTH
OILYXOJIEBOTO Mpoliecca IPU TaKOW peaKOM OIyXOJIH,
kak CUJIK, HyxxnaeTcs B maJibHelIIIeM yToOYHeHUH [22].

B Hacrosiiee BpeMsl He CyIIECTBYET €IMHOM TaKTUKU
tepanuu CUJIK. Ha nmepBoMm aTamne jieueHUsI TPOBOIUTCS
XUPYPTrUYeCcKoe MCCEUYCHUE OIYXOJH, 3aTeM — XMMMO-
W/ JydeBas Teparms. OObIYHO MCITOIb3YIOTCS CISIy-
o1e cxeMbl xumuorepanun: ABVD (mokcopyOuiinH,
61eoMunvH, BUHONMacTuH, gakapoasun), CHOP, ICE
(ndocdamun, nucruratuH, storno3un) win DHAP (nek-
caMeTa30H, LIMCIUIATUH, BBICOKME J03bl LIUTapabuHa).
IIpoBeneHue XuMUOTEpaNIUy CIOCOOHO IIPUBECTU K MOJI-
HOI pemuccun. XUpyprudecKasi pe3eKIns 1/ Win JydeBast
Tepamusl SIBJISTIOTCS TPEANOYTUTEIBHBIMU METOIdaMU
npu nokanuzoBaHHoit CUK, B To BpeMs KakK pacIipo-
CTpaHEHHbIE BApUaHThI 3a00JIeBaHMsI TPEOYIOT MPOBEICHNS
xuMmuoTepanun. HekoToprie aBTOpBI peKOMEHIYIOT HC-
ITOJIb30BaHME KOMOMHUPOBAHHOTO JICUCHHS: COYETaHUE
XUPYPru4ecKOro BMEIIATeIbCTBA C abIOBAHTHOM XMMUO-
Tepanueii, oIHaKoO JJisl pa3paboTKu 0oJiee JOCTOBEPHBIX
peKoMeH AL HEOOXOAUMBI JaJIbHENIIIME UCCEN0BAHUS.

PenvnuBel (JTOKaJIbHBIE ¥ OTHAICHHBIC) IIPOMCXOIT,
KaK IIpaBWIO, OoJjiee YeM depe3 IOJITo1a IOCyIe 3aBepIie-
Hust Tepanuu. Tak, 13 % nokanbHbIX peuauBoB u 39 %
OTHAJICHHBIX METACTa30B BO3ZHMKAIOT IIPUMEPHO uyepe3
6 1 9 Mec 1ocIe 3aBepILeHUS IEPBUYHOTO JIEYEHUSI COOT-
BeTcTBeHHO. JIumdaTtuueckue y3ibl (29 %), nedens (11 %),
nmerkue (11 %) u KocTHBIA MO3T (8 %), IPEICTABIISIIOT
c00011 OIMMCaHHBIC B IUTEepaType JOKAIN3AIIA METACTa30B
[14, 21].

B metrckom Bo3pacte CUIIK BcTpeuaercs enne pexe,
YyeM Yy B3pocCibIX. B auTepaType mpUBOIATCS IaHHBIC

35 naomonennit CUIK y nereit. Cambliit paHHUI caydaii
OBLT JMarHOCTUPOBAH y pedeHka 3 mec. UMmyHoMopdo-
JIOTUYECKMe M uToreHeTndeckne ocooeHHoctu CUAK,
XapaKTepHbIC IS TETCKOTO BO3pacTa, HE YCTAaHOBJICHBI.
Pesynsratst neuenust CUJK y neteit HeckoabKo Jiydiiie.
Tak, ommcaHbl ciydau IuTesbHOM (>10 jet) moaHok
PEMUCCHUH TTOCJIC PATUKAIBHOTO YIAJICHUS OIYXOJIH Y pe-
o6enka 10 met. Heo6xonMMo OTMETHUTD, UTO Y IeTei cXxeMa
CHOP nenocratouno addexktuBHa. MeTogoM BbIOOpa
CUMTAETCs yOaJeHHE OIyXOJU C ITOCICIYIOIICH JIydeBOit
Tepanueii [14].

IIporHocTryeckumu hakKTopaMu, CBSI3aHHBIMHU C HE-
0JIArONPHMSTHHIM IIPOTHO30M (PELIMINB U/ WJIH JICTATBHBII
HCXO), SIBIISIIOTCSI MOJIOIOI BO3PACT, ITIOPakeHIE OPTraHOB
OPIONLIHOM ITOJIOCTH U COYECTaHME HOMATBHOTO 1 9KCTpa-
HOMAJBHOTO ITIOpaxkeHWii. MenmaHa BBIXKMBAaeMOCTH
B TPYIIIE MAIlMeHTOB C TaHHBIM IMarHO30M IIPH MeTacTa-
TUYECKOM MopaxkeHnH coctapisaeT 9 mec. [1pu mokanmu3o-
BaHHOM 3a00JIeBaHUM 2-JICTHSISI BEDKUBAEMOCTDb COCTaB-
nser 68 % [22].

dJonnuKynﬂpHaa AE€HAPUTHOKNIETOYHAA

capKoma

DomnkynsgpHas IeHIPUTHOKIECTOYHAsI CapKoMa —
penkast capkoMa HU3KOM CTEIIEHU 3710KaueCTBEHHOCTH
ME3eHXUMAJIBHOTO NTeHIPUTHOKIETOYHOTO IIPOUCXOXK-
IeHUs, paHee KiaaccuduimpyemMasi Kak THCTUOIMTapHasT
U ACHIPUTHOKJIETOYHAS HEOTUIa3UsI MUEJIOMIHOIO IIPO-
ncxoxaenuss. ®IKC oranyaeTcss TeM, 4TO HE UMeEET
reMOMO3TUYECKOTO IIPOMCXOXICHUS, U e¢ JICUCHHE
0oJsbllle MMOXOXe Ha JIeYeHUE APYTUX MSITKOTKAHHBIX
capkoM. Yaire Bcero mposiBisieTcs Kak MeIJICHHO pac-
Tyuiee 6€300JIe3HEHHOE OIMYX0JIEBO€ 00pa30BaHUE C M-
CTOJIOTUYECKON KapTUHOU BepeTeHOOOpa3HbIX, ABY-
U MHOTOSIAEPHBIX KJIETOK, PACIOJOXECHHBIX B BHIC
3aBUTKOB.

C MoMeHTa IepBoro onucanus B 1986 r. B Mupe ObLIO
3apETUCTPUPOBAHO HECKOILKO coTeH ciydaeB [2]. DAKC
coctaBisteT <0,4 % capkoM MSTKUX TKaHE.
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BoApIIMHCTBO TMCTHOLUTAPHBIX M AEHIPUTHO-KJIC-
TOYHBIX HOBOOOpa3oBaHM1 Bo3HUKAIOT U3 CD34*-re-
MOTIO3TUYECKOTO MpenIIeCTBeHHMKA. B oTiimyume ot Hux,
G oUMKYISIpHBIE TeHAPUTHBIC KJIETKHU, KOTOPhIe O0HA-
PYXUBAIOTCA B IIEPBUYHBIX M BTOPMYHBIX JIMMQPOMITHBIX
dorKyax, IMEIOT Me3eHXUMAaJIbHOE IIPOMCXOXIECHHE.
®JIKC nmeer ”UMMYHO(DEHOTHIT, OTJIUYHBIN OT APYTUX
3nokadectBeHHBIX I'O. IIpouecc, B xome KoToporo ¢oJ-
JINKYJISIPHBIE ICHAPUTHBIE KIIETKU Pa3BUBAIOT HEOILIACTH -
YeCKUU TMoTeHlMall, HesiceH. BcecTopoHHUI reHeTruue-
CKWIA aHAJIM3 HE BBISIBWI YHUBEPCAJIbHBIX MyTallMA I
tpaHciaokauunii. Ckopee Bcero ®JIKC acconuupyercs
C LIMPOKO pacIpOCTpaHEHHO XpOMOCOMHOM HEeCTaOWIb-
HOCTBIO HapsIIy C AU3PEryJIIueii KIIETOYHOTO ITUKIIA,
aktuBanueit sgepHoro dakropa kB (NF-xB), mutoreH-
aKTUBUPOBaHHOM ImpoTenHKHHa3b (MAPK) 1 mMMyHHBIM
yCcKoJIb3aHueM omyxoiu. Mytauust BRAFV600E, xapak-
TepHas 1yt MHorux 'O, Takke Obljia BeISIBI€HA PO~
3uTenbHO B 20 % cilydaeB BOCIAIMUTEIbHOIO BapUaHTa
BOIKC, accounmpoBaHHOTO ¢ BUpYycoM DmuTteiiHa—bapp,
cBs3u DJIKC ¢ repniec-BupycoM yeoBeKa 8-ro TUIa He
obHapyxeHo. beutn onucanbl myrauuu B PTEN, TP53
1 KoMnoHeHTax nytTu NF-«xB. YBenunuenue yncna Konuit
9p24 u akcnpeccust PD—L1 u PD—L2 no3BoJsioT mpea-
ITOJIOKUTD, YTO YKIIOHEHWE OT UMMYHHOTI'O Hai30pa MOXET
CIIOCOOCTBOBATh PA3BUTUIO OITyXOJU. B HEKOTOPKIX Ciy-
yasgx HabmogamoTcs mytauun BRCA2, amnnudpuxkauuns
MDM?2, sxcnipeccust pelienitopa comatoctatiHa 2A. B apy-
IOM MCCJIEAOBaHNY COOOILAIOCH, 4To 67 % ciaydaeB DIAKC
runepakcnpeccuposann EZH2 u 80 % — p-ERK1/2.
ITpumeuarenbHo, yTO, HecMOTps Ha oTHeceHue MJIKC
K TpyIIie capKoM, odTH Bo Beex caydasax OJIKC mpouc-
xomut runepakcipeccuss EGFR (mapkepa, xapakTepHOro
IJI KapIIMHOM), MHUIIMMpPYeMasl JIMTaHIaMU B MHUKPO-
OKPYXEHUM, YTO MOXKET OBITh KPUTHUIECCKH BaKHBIM LIS
BbIKMBaHU U Tiposidepannu kinetok GIAKC [2, 23, 24].

Knnnanaeckasg manugecrannss OAKC o6b19yHO 11po-
SIBJISICTCSL B BUZIE MEIUICHHO PacTyIIero 6e300JIe3HEHHOTO
onyxoJjeBoro obpazoBanus. B 31 % cinyyaeB ®JIKC npen-
CTaBJIeHa N30 IMPOBAaHHBIM OITyXOJIEBBIM Y3JI0M, B 58 % —
M30JIMPOBAHHBIM KCTPAHONAIBHBIM IOPAXKEHUEM, 1 TOJIBKO
B 10 % BcTpevaeTcsl cOYeTaHHOE HONAJIbHOE U DKCTpa-
HopajbHoe nopaxkeHue. Hanbosee yacto B oryxoJieBblid
IIPOLIeCC BOBJICKAIOTCS IICHHBIE, MEIUAaCTHAIbHBIC, aK-
CWJIIIPHBIC M BHYTPUOPIOIIHBIC TNM(aTUIECKUE Y3IIbI,
a TIcYeHb, JICTKUE U CeJIe3eHKA SIBJISTIOTCS. HauboJIee 9acTo
IMOpakaeMbIMU SKCTPaHOAATbHBIMU 30HaMHU. OmucaHbl
IMOpaxkeHWsT OPbDKEKHU, CPEOOCTeHHUSI, CalbHIKa, KOXHU
1 MUHJAIMH. B O0JIbIIMHCTBE Cay4yaeB 3ab60J1eBaHuUE JIO-
KaJIM30BaHO, U JIMILD B 8 % Hab/I01a1aCh IMCCEMUHALMS.
CucreMHBIC CUMIITOMBI, TAKHE KaK JIMXOpaaKa v CHIKE-
HHE MacChI TeJla, OOBIYHO HE BCTPeYaroTCsl, HO MOTYT ObITh
00HapyXKeHBI Y MAIIMEHTOB IIPX BOCHIAIUTEIIFHOM Bapu-
anTe ®KC ¢ nHTpaadmoMMUHATILHBIM KOMIIOHEHTOM.

KnonanbHast skcraHcust (pOJTUKYIISIPHBIX ACHIPUT-
HBIX KJIETOK ¢ yacToToii ot 10 10 20 % Habmomaercs npu
o0osne3nu KactiemaHa, 0cOOEHHO MpU TMaJIMHOBO-COCY-

REARR 4

Puc. 11. lucmonoeuueckas kapmuHa ortuKyaspHoi OeHOPUMHOKAeMO4HOU
capkombl. TTyuku eepemenoo0pasHbix Kkaemok. Boipaxcennuiii aumghonaaz-
MouumapHslil uHpuabmpam (0Kpacka eeMamokCcUAUHOM U 303uHom, *400;
Kaunuyeckoe Habarooenue A. U. Ilasrosckoii)

Fig. 11. The histological picture of follicular dendritic cell sarcoma. Bundles
of fusiform cells. Pronounced lymphoplasmacytic infiltrate (hematoxylin and eosin
staining, x400; clinical case of A.1. Pavlovskaya)

nucTom BapuaHTe. B HekoTophix ciyyasx @JIKC accoun-
HMpYeTCsl C MapaHeOILIACTUYECCKNM ITeM(MUTYCOM M MU -
actenueit rpasuc [23]. Auarno3z ®AKC ocHOBBIBaeTCS
Ha TUCTOJIOTMYECKO OLICHKE BOBJICYCHHBIX TKAHEI U BbI-
SIBIICHUU 3KCIIPECCUU XapaKTePHBIX UMMYHOTICTOXUMM -
YeCcKHX MapKepoB JeHIPUTHBIX KJIeTOK (Harpumep, CD21,
CD23, CD35, 6enka, BblaeasieMoro (OJTUKYISIPHBIMUA
neHnpuTHeIMU KiteTKamMu FDCSP, u ceprimuiiiaa). Omnyxonb
60JIbIIOr0 pa3mepa (26 cM), KOary/IsIIMOHHBIA HEKPO3,
BBICOKOE MUTOTHYECKOE YMCJIO M 3HAYWTEJbHAS IIUTO-
JIOTUYecKas aTUMNUSI aCCOLMUUPYIOTCS C TUIOXMM IIPO-
THO30M.

JndpdepeHimaabHas AMarHOCTUKA IIPOBOIUTCS C IPY-
TUMU HU3KOoIM b GepeHIIMPOBAHHBIMY CApKOMAMM, TUCTH -
OLIMTApHBIMA HOBOOOPA30BaHMSIMU, MEJTAHOMOM, TAMOMa-
M, B- u T-xj1eTouHpIMI IMMOMaMu, BOCIIATUTEIbHBIMU
MUOPUOPOOIACTUYESCKUMU ONYyXOJASIMU Ha OCHOBaAaHUU
KIIMHUYECKUX, JTYIEBBIX 1 MOPDONMMMYHOJIOTUICCKIX M-
arHOCTUYECKUX JaHHBIX (puc. 11) [24].

C yuetoMm penkoctrt K C oOIepUHSATHIX pEKOMEH-
AU 110 JICYSHUIO HE CYIIECTBYET, ITOCKOJIBKY OTCYTCT-
BYIOT MCCJIEOBaHMs, cpaBHUBaloNe 3POEKTUBHOCTD
pPa3IMYHBIX IToaxonoB. I1pu 1oKaan30BaHHBIX (opMax
®JIKC meTomoM BbIOOpa SBISIETCS paguKaIbHOE XUPYP-
rudeckoe ynanenue. Pojb ambloBaHTHOM Tepariiy He O -
TBep:KAeHA HU IS Ty9eBOM, HU Ut XuMuoTepanuu. He-
cmotps Ha To yTo PJIKC 00BIYHO MMeeT MHAOJIEHTHOE
TeYeHNEe, MECTHBIN pELIMINB Pa3BUBACTCS TPUOIU3UTEhb-
HO Y ITOJIOBUHBI TAIIMEHTOB. BO3MOXKHO arpeccMBHOE K-
HUYECKOe TeYeHHE C MeTacTa3aMHM B JIETKUX, ICYCHU
¥ TUM(PATHISCKUX Y3J1aX.

IIpy HEBO3MOXHOCTH IIPOBEACHUSI XUPYPIUICCKOTO
BMEIIATeIbCTBA WM TIPY peLIMIUBUPYIOLIEeM,/ pedpakTep-
HOM T€YEHHUU TTPUMEHSIIOTCS:
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* JIydeBasl Tepamus (Io3a M pa3Mep IO OOTyYCHMS
TOYHO HE OIPeNeICHbI, B CPEIHEM HCITOIB3YEeTCS CyM-
MapHas ogaroBasi 1o3a 50—55 Ip);

* CHCTeMHasI XUMHOTepanus (CXeMbl Ha OCHOBE aHTpa-
mknHOB CHOP, VAC (BUHKPUCTHH, JOKCOPYOMIINH,
mukinodochamun), AIM (mokcopyounmH, udocda-
MM, MECHA), TeMIIMTa0MHA 1 TakcaHOB). KomMOmHM-
POBaHHBIE CXeMBI XUMHOTEPAIINK, KOTOPHIE OOBIYHO
npuMeHstioTcs Tipu imMpomax, Takue Kak ABVD u ICE,
MeHee 3(p(PEKTUBHBI, YeM PEKUMBI HA OCHOBE TeMIIN-
TabuHa;

* JIe4eHHe TapreTHIMU rpernapartamul (mTOR-uHru6mTop
(cuponumyc), VEGFR-uHrnourops (rmazomanuo, co-
pacenno, 6eBarzymad), MEK-uHruonrops! (Tpame-
TUHHUO, KOOMMETHHUO ), MTHTMONTOP KMHA3HOIO IOMEHA
BRAFV600E (BemypadeHun6), THTUOUTOP UMMYHHbBIX
KOHTPOJILHBIX TOYEK, HalpaBJIeHHBII Ha perienirop PD-1
(HnBoJIyMa0)). JlaHHAsT omIIvst BO3MOXHA, HO B HACTO-
sIIIee BpeMsl IMMYHOTEPAITUsT MOKET MCITOJIb30BaThCs
TOJIBKO B KOHTEKCTE KIIMHUYECKUX MCCIIEIOBaHMIA [25].

®ubpobnacTuyeckasn onyxonb

U3 PETUKYNAPHBIX KNETOK

dubpobaacTUIEcKast OIyX0JIb U3 PETUKYJISIPHBIX KJTe-
TOK — caMasl penKasi IIOATrpyIIia IeHIAPUTHOKIETOUYHBIX
CapKOM C KpaitHe MaJIbIM KOJIMIECTBOM ciiydaeB. Pubpo-
01acTUYECKUE PETUKYJSIPHBIC KIETKH — CTPOMaJIbHBIC
KJIETKHY, PaCIIOJIOXEHHBIE B MapadoiTUKYISIpHOI 30HE
1 Kope TnMdaTUIeCKNX Y3JI0B, a TAKKe B 9KCTpadouim-
KyJISpHBIX 30Hax ceie3eHkrn 1 MuHpanmnH. @OPK nopa-
XKaeT IuMdaTUIECKUe Y3JIbl, CeIe3eHKY, JIETKUE, TTIeUYeHb
W MSTKHE TKaHW. BOJBIIMHCTBO MAIIMEHTOB MMEIOT JI0-
KaJIbHYIO CTaauI0 3a00JIeBaHUSI.

JeHapuTHBIE /peTUKYIISIPHBIC KIIETKU SIBJISIIOTCS CTPYK-
TYPHBIMA ¥ (HYHKIIMOHAIBHBIMHM BCIIOMOTaTeIbHBIMU
KJIETKaMH1, COCTABIISIIOIIMMUA UMMYHHYIO cucTeMy. JleH-
JIPUTHBIC KJICTKH Pa3nesIsIOTCs HA OCHOBAHWU BBITIOJIHSI -
eMoil MU (YHKIIUM (AaHTUTCHIIPEACTABIISIONINE KICTKI
B- u T-mumdonmTam) 1 MecTa pacIoIOKeHUS B TuMba-
THYECKOM y31e (JTMMGMOUIHBIN (HOJUTMKYII WK mapado-
JIMKYJISIpHAsi 30Ha). B mociemHell BOKPYT HOCTKAIMIUISIP-
HBIX BEHYJI HAXOISITCS Takeke (PrOpo01acTUIeCKe KIIETKH,
KOTOPBIE TIPOU3BOISAT LIMTOKMHBI U APYTHE MEINATOPHI.
Hx ¢pyHKIINS 3aKIII09aeTCsl B OIS PKaHUN LISJIOCTHOCTH
mmMbpounnHoii Tkanu. ®OPK Takke M3BecTHa KaK LIMTO-
KepaTUH-IIO3UTUBHAS MHTEPCTULINATbHAS PETUKYJIOKIIC-
TOYHAas OMyXoJb [26].

Cpennuit Bo3pact 60abHBIX ¢ DOPK cocTaBnser
61 (13—80) rox, orMedaeTcst HeGOJIbIIOE IIpeodIagaHme
IMAIIeHTOB MYKCKOTO I10JIa.

KinnHuyeckue 0coO0EeHHOCTH, OCHOBAHHBIE Ha OIU-
CaHHBIX B CTaTbAX CAMHUYHBIX CIydasxX, 3aKJIIOYAIOTCS
B TIOSIBJIEHUM 0€300J1e3HEHHOI0 M30JUPOBAHHOTO Y3J10-
Boro obpa3zoBanus (84,2 %), yallie BCero mnpeacTaBIeHHO-
ro TuMMaTUIECKIM y3/I0M Ha 11iee. [IprBoasiTcst oncaHust
MMOPaXeHUSI MEINACTUHAIBHBIX TUM(MATUICCKUX Y3JI0B.
DkcrpaHonanbHble 1oKanu3auuu npu @OPK BximoyaoT

IeYeHb, JICTKHE, IIOYKU, HAIITOYCUHNKI, KOCTH U MSATKUE
TKaHU. Y MallMeHTOB C JIOKAJTbHBIMU (popMaMu 3a00j1eBa-
HUS 2-JIETHSISI 00111ast BBKMBAEMOCTB COCTaBisieT 85,7 %.
[MarmeHTHI ¢ TeHepaT30BaHHBIM OITYXOJIEBBIM ITPOLIECCOM
norubanu B TeyeHue 2 yeT oT MaHudecraum @OPK,
a MeJiMaHa BbDKMBaeMocCTH coctaBmia |1 rox [26, 27].

JnrarHoctuyeckoe 3HaYeHNE PEHTTEHOBCKOM KOMITBhIO-
TEpHOI TOMOrpaduu, TPEIMaHOOMOIICHN KOCTHOTO MO3Ta
IIPpY OMHOY3JI0BOM MOPakeHN HEU3BECTHO, HO TIPOBEIe-
HME TaHHBIX UCCIICIOBAHMI SIBIISIETCS 00sI3aTEIbHBIM Y Ta-
IIMEHTOB ¢ MHOXECTBEHHBIMU OITYXOJEBBIMU OYaraMm.
B 1 ximuanueckom ciydae pacnpocrpaHeHHoit @OPK mpo-
Bepenue [1DT/KT ¢ BF-dbropne3oKkcunoko3oil okaza-
JIOCh BBICOKOCTICHIM(MUIHBIM UISI YCTAHOBJICHUS CTaInU
3a00JIeBaHUSI.

DKCIM3NOHHAST OMOTICHS TUM(aTIUECKOTO y3J1a 1 110~
crenyoliee MOpGONMMYHOJIIOTUYECKOE MCCIEeI0BaHNE
SIBJISTIOTCST «30JI0TBIM CTaHAapTOM» nuarHoctTuku @OPK
[27]. TucTonornueckas kaptuHa @OPK xapakrepusyercs
POCTOM BepeTeHOOOPa3HBIX, OKPYIJIBIX OITyXOJIEBBIX KJIe-
TOK B BHJIE¢ IIMPOKMX II0JIOC, ITYYKOB, BUXPEOOPA3HBIX
CTPYKTYP. YIBTPACTPYKTYpPHAsI OLIEHKA BBISIBJISICT HAJTIME
Yy KJIETOK UIMHHBIX IUTOIIa3MAaTUYECKMX OTPOCTKOB
1 KOHTAKTOB THUIIA IECMOCOM MEXIY COCETHUMH KIIET-
KaMmu. BoIsIBIIeHBI TOATUTTEI GMOPOOIACTUYECKUX PETUKY-
JISIPHBIX KJIETOK HA OCHOBAaHUHU 3KCIIPECCUU ITUTOKEpa-
THHOB 8§ M 18. MUMMyHOTMCTOXMMUUYECKHNE MapKephl
®OPK — BumentnH, necmuH, dakrop XIIla u rmagkomMbl-
meuHblit akTuH. Peakiimm Ha CD45RB, CD21, CD35,
S100, CD65 n CD1la orpuuarenasHsl [2, 27].

OCHOBHBIM CTaHAAPTOM TEPAITNH IS ITAIIUEHTOB C JIO-
KaJM30BaHHBIM 3a00JIEBAHMEM CUMTACTCS pPamvKalbHasi
Xupyprudeckas pesekiust. O posu IydeBoil Teparmy nMe-
I0TCSI OTpaHMYCHHBIC JAHHBIC, XUMHUOTEPAITHSI HE SIBISICTCS
MeTo0M BeiOopa B ieueHnn MOPK. ¥V mauneHTOB € pac-
IIPOCTPAaHEHHBIMU CTAIMSIMUA OTMEYAJIACh PE3UCTEHTHOCTD
K XUMUOTepareBTHUYEeCKOMY JieueHUIo [28].

MepcneKTuBbI fJaNbHEULWNX UCCNE[0BAHUN

ITockonbky 'O oueHb peaKH, BOIIPOCH MaTOreHe3a
OCTarOTCSI HEIOCTaTOYHO M3yYeHHBIMU. [IarHoCTHYeCcKe
KPUTEPUHU TTOCTOSTHHO YTOUHSIIOTCSI M JOITOJTHSIIOTCS HO-
BBIMM UMMYHOJIOTHIECKMMU M [IUTOTCHETUIECKIMU Map-
kepamu. [To Mepe HaKOIUICHUS KIMHUYECKUX MTaHHBIX
OIpeneIISIIOTCS] HanboJiee YyBCTBUTEIBHEIE M CIEIIM(DII-
HBIE METOIIBI OLICHKU PacIIPOCTPAHEHHOCTH OITyX0JIEBOTO
rnporuecca. Ecau mpu nmumdbomax u I'KJI II3T /KT mocte-
IIEHHO BXOIWT B KJIMHUYIECKE PEKOMEHIAIIN, TO TIPHU Pe-
Kux BapraHTax [ 'O yoenuTeIbHbIX JAHHBIX O JMaTrHOCTHYeC-
koii ieHHocTH [19T /KT Ha ceromHsImHI 1eHb HET.

Kmnamaeckuit matepuain npu penkux 'O HakarumBa-
eTCs B TeUCHUE [UTMTEIIFHOTO BpEeMEHH, 32 KOTOPOE IIPO-
HUCXOIIT U3MEHEHME 1 JOTIOJTHEHHE CYIIIECTBYIOIINX KJIac-
cuuKalunii, a TaKKe JIe4eOHBIX TTOAX0N0B. B cBsa3M ¢ aTM
KpaiiHe CJIIOXXHO MpOBeAeHHE PaHIOMU3IUPOBAHHBIX
HUCCAeI0BAaHUN, TTO3BOJISIIOIINX OIPEAeIUTh Hamboee
s dexTuBHYIO cTpaTeruio Tepanuu. s o6o0meHus
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¥ aHaJIM3a KJIMHUKO-1a00paTOPHBIX, MHCTPYMEHTAIBHBIX
nmaHHbIX pu 'O Ob110 oprann3oBaHo HayuHoe 00111eCcTBO
10 M3YYCHUIO TUCTUOLIMTO30B, B KOTOPOE 00OpaIaroTcs
Bpa4y CO BCEro MUpa IS IIpOBeNeHNS pedepeHC-TuarHo-
CTUKU ¥ OTIPeIeICHHS IIOAXOI0B B JICUSHNH KaXKI0T0 KOH-
KPETHOTO 00JIBHOTO ¢ penkumu Bapuantamu 'O [29].

B Hacrostiiee Bpems ¢ 2014 mo 2024 1. B 10 cTpaHax
(Aprentuna, Asctpus, Kanaga, Yexus, Iepmanus, Uta-
ymst, Ionbira, Poceust, Ucrmanus, CIIIA) co3maetcs Mex-
IYHAPOIHBIA PEeCTp PeIKMX THCTUOIIUTAPHBIX 3200JIeBa-

Huii (International Rare Histiocytic Disorders Registry,
IRHDR) (ClinicalTrials.gov, NCT02285582), KoTopBbIii
OyJeT cnocoOCTBOBATh €AMHOM AMArHOCTUKE, a TaKXe
cOOpy U aHAMM3y KIMHUYECKUX, SIUISMHOIOTUTICCKIX
JAHHBIX, PE3Y/IBTaTOB JICUCHUS M JAHHBIX O BBLKMBAEMOCTH
nmauueHToB [28]. Kpome sTtoro, IRHDR moxeT obecmne-
YUTh OCHOBY ISl OYAYIINX KIIMHUYECKUX UCCIICIOBAHMIA.
DTO IMOMOXET B IOHMMAHUM 3TUOJIOTUH JAaHHBIX PEIKHIX
3a00JIeBaHUI, a TaKXKe B OINPEACTICHUM MOTCHINAIBHBIX
TEPAIIEBTUYECCKUX OITLIMIA.
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