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PE®EPAT

Capkoma 13 knetok JlaHrepraHca (CKJ1) — peakas onyxosnb
BbICOKOWM CTEMEHU 3M10KaYeCTBEHHOCTU U3 KIeTOK JlaHrep-
raHca, XapakTepusylLlasacs arpecCuBHbIM TEYEHNEM U Bbl-
COKOW NeTanbHOCTbO. 3a60/1€eBAaEMOCTb COCTaBNAET 2 Criyyast
Ha 100 M/IH HaceneHnus. B oTiMume oT rmcTmoumTosa U3 KNeTok
NanrepraHca (FKJ1) CKJ1 xapakTepuayeTca BblpaXXeHHOW Ke-
TOYHOM aTUNKUeR N CKIIOHHOCTBLIO K ObICTPOMY METacTasmpoBa-
HWO. KnnHnyeckne nNposiBfieHUst BapbupyoT B 3aBUCMMOCTHU
OT /lIOKanu3auumn nopaxeHusi, Kotopasa BK/IOYaeT KOXY, IUM-
haTnyeckue y3asbl, KOCTW, IErKME, NeYeHb, CEIE3EHKY U KOCT-
HbIn MO3r. MN3-3a pegkocTn 3aboneBaHusl CTaHOapPTU30BaH-
Hble TepaneBTMYeCKMe MPOTOKOMbl OTCYTCTBYIOT. [loaxoabl,
ncnonb3yemble ana nedenuna MKJ1, npn CKJ1 HeadhheKTUBHDI.
B Hactosuwen nybnvkaumMm nNpeactaBneHo KIMHUYECKOEe Ha-
onogeHne CKJ1, npyu KOTOPOW MPUMEHANNCE MHTEHCUULIM-
pOBaHHbIE MPOTUBOOMNYXO/EBLIE PEXUMbI, aHaNOrMyHbIe Ta-
KOBbIM A/151 BbICOKOArpeccmBHbIX MMM oM, ¢ nocneaytoLlem
nogaepXveatroLen Tepanuen, TUNMYHON ANng NedYeHns nauu-
eHToB ¢ 'KJTn3 rpynnbl BbICOKOro pucka. NogobHas Tepanes-
TMYeCcKas TaKTMKa MO3BO/WIA MOSYYUTb MOSHYD PEMUCCUIO
CK/J1, koTopas npogomkaetcs 6onee 10 ner.

KJTKOMEBbBIE CJZ1OBA: capkoma n3s knetok JlaHrep-
raHca, AMarHocTunKa, neyeHue.
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ABSTRACT

Langerhans cell sarcoma (LCS) is a rare high-grade malig-
nant tumor consisting of Langerhans cells and characterized
by aggressive course and high mortality. The incidence rate
is 2 cases per 100 million population. As opposed to Langer-
hans cell histiocytosis (LCH), LCS is marked by pronounced
cell atypia and tendency towards rapid metastasis. Clinical
manifestations vary depending on the lesion location and
involve skin, lymph nodes, bones, lungs, liver, spleen, and
bone marrow. Due to the rarity of this disease, there are no
standardized treatment protocols. The approaches used in
LCH therapy are not effective in the treatment of LCS. The
present paper reports a case of LCS with intensified che-
motherapy regimens similar to those used in highly aggres-
sive lymphomas including subsequent maintenance therapy
which is commonly administered to high-risk LCH patients.
This therapeutic strategy resulted in the complete LCS re-
mission which has sustained for over 10 years.

KEYWORDS: Langerhans cell sarcoma, diagnosis,
treatment.
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BBEJAEHME

Capkoma u3 kJjetok Jlanrepranca (CKJI) — kpaiine
peAkoe omyxoJieBoe 3aboJieBaHHWE BbICOKOM CTeneHHU
3/10KaueCTBEHHOCTH € MOP$OJI0rMYeCKUMU NTPU3HAKaMU U
MMMYyHO}EHOTUIIOM KJeTOK JIaHTrepraHca, KOTOpoe MOXeT
nopakaTb KOXY, TMMaTHYeCKUe y3Jibl, KOCTH, CeJIe3eHKY,
neyeHb, JIerKKue U KOCTHbIN Mo3r [1]. 3a6osieBaeMoCTh co-
cTaBJisieT Bcero 2 caydasi Ha 100 MuiH HacesieHust. CpeiHUH
BO3pacT 34 roja, XO0Ts ONUCAaHbI efUHUYHbIe ciaydau CKJI
y AeTel U MOXWIbIX Jtojel [2]. B auTepaType 06GbIYHO
npe/cTaBJieHbl OTAe/bHble KJIWHUYECKHe HaOJIoJeHUs.
CaMblil KpyIHBIM cHUCTeMaTHUYeCKUM 0630p KacaeTcs
88 ciyvyaeB CKJI, koTopasi BO3HUKJIA KakK de hovo, Tak 4 B
pe3y/ibTaTe NPOrpecCUpOBaHUA THCTUOLMTO3a U3 KJIETOK
Jlanreprauca (['KJI) unu B xofie TpaHcauddepeHIIUPOBKHU
u3 mumoonpoaudepaTUBHOro 3abosieBanus [3].

Pe3syabTaThl paboThl ANOHCKUX KOJIJIEr MO3BOJSIOT
NnpejoJ0XKUThb, YTo de novo CKJI Mo)XeT BO3HUKATh KaK
ONyX0Jb, UHAYLHUPOBaHHAsA yJAbTpadHOJIETOBBIM 006J1y-
yeHHeM (HanpuMep, Kak 6a3a/bHOKJIETOYHbIH pak, IJ0-
CKOKJIETOYHBIM pakK, MeslaHOMa). ABTOPbI JONYCKAIOT, YTO,
MOCKOJIbKY KJIeTKM JlaHrepraHca cCllocCOOHbI 0CTaBaTbCs B
3nuJiepMUCe B TeYeHHe J0CTaTOYHOI0 Iepro/ia BpeMeHH,
TO y/ibTpaduoieTOBOE (B T. Y. COTHEYHOE) BO3JeicTBuUE
MOXXeT BbI3bIBaTb MYyTallud B TeHaX, OTBETCTBEHHBIX
3a MUTPALMOHHYI0 CHOCOGHOCTb U 3JI0KaueCTBEHHYIO
TpaHchOpMaLMI0 KJIETOK, KOTopass B KOHEYHOM HTOTe
npuBoAuUT K pasBututo CKJI [4].

Knetku JlaHrepraHca npeJfCcTaBAsIOT co60M Jud-
depeHIIMpOBaHHble AHTUTEHNPE3eHTUPYIOIINE KJETKU
C OTYET/IMBbIMU YJIbTPACTPYKTYPHBIMH U HMMYHOTHU-
CTOXMMHUYECKMMH XapaKTepUCTHKaMHU. Tak, NpU 3JeK-
TPOHHOM MUKPOCKONIMU 0OHAPYKUBalOTCs rpaHyJibl bup-
6eka — pakeTKooOpa3Hble (BUJ TEHHUCHBIX PaKeETOK)
WHTpaLMTON/a3MaTUYeCKMe  BKJIIOYEHUs, KOTopble
CUUTAIOTCA BaXHBIMU IIpHU 3axBaTe aHTHUIeHAa U [JaJlb-
Hel1llel pe3eHTallUM UMMYyHOKOMIIETEHTHBIM KJIETKaM.
[Ipy MMMYHOTMCTOXMMHUYECKOM HCCAeJ0BAaHUU KJETKHU
akcnpeccupytoT CD1a, CD207 (1aHrepuH) u 6esok S-100
[5, 6]. [Ipu TrUCTOJIOTUYECKOM HCCAEe[0BAHUU BbISBJIS-
I0TCs1 OIyX0JIeBble KJIETKH, leMOHCTPUPYIOILHE s1epHbIN
noMMOpPPU3M € peTKUMU MPOLOJbHBIMU O0PO3JKaMH U
yMepeHHO 6J1e/JHOM 303UHOGUIBHON UTOI/Ia3MoH [7].

[IprMepHo B 50 % cayyaeB CKJI yraeTcss 06Hapy>KUThb
myTanuwo V600E B rene BRAF. OnucaHbl BapUaHThI 3a60-
JIeBaHMs C KOMIIJIEKCHBIMU XPOMOCOMHBIMM IlepecTpoi-

KaM{ U NoTeped reTepo3WrOTHOCTH, BO3MOXKHbBI TaKKe
Jeneuus 9p21 c yuactueM CDKN2A v nepecTpoiKU reHa
TP53 [1].

CKJI B ominuue ot 'KJI xapakTepusyeTcss BbICOKOM
CTeNeHbI0 LIUTOJOTUYECKOW aTUIIUM, MOBBILIEHHbIM
YHUCJIOM MHUTO30B M OOIHUM He6JAaronpusiTHbIM IpPO-
rHo3oM [1, 3]. CorsiacHO JaHHBIM CUCTEMATHYeCKOTO
0630pa, B KOTOPOM IpoaHaJu3upoBaHbl ciaydau CKJI c
1984 no 2020 r., HauboJjiee pacnpOCTPaHEHHON 30HOMU
MepBUYHOTO MOpaxKeHUs Oblia koxa (47,1 %), pexe —
auMdaTudeckue y3iasl (25,5 %), koctu (9,8 %) u nerkue
(7,9 %). B xauecTBe Ka3yuCTUUYECKUX JoKanusanui CKJI
ONMCaHbl MOpaKeHUsl KEeJYHOr'0 Ny3bIpsl, HOCOIJIOTKH,
CIM3UCTOMN 060JI04KH TOJICTOM KHUIUIKYU, MOYEBOI'0 My3bIps
[8]- Ipu mocTaHOBKe AuarHosa B 25,5 % ciy4yaeB HabJi0-
JlaJINCh JIOKaJIbHble CTaAuu 3aboJsieBaHus, B 23,5 % —
JIOKaJIbHble TNOpaXKeHWS C BOBJeYeHHWeM perhuoHapHBIX
JUM$aTUYeCKUX y3/10B,a B 51 % — fucceMUHUPOBAaHHbIE
cTafuu 3abosieBaHus. Haubosiee pacrnpocTpaHeHHbIMHU
JIOKycaMH IOpaXkeHUsi ObLIM JHMMdaTHuecKHe Y3Jbl
(78,4 %) u koxa (51 %), 3a KOTOPBIMHU CJIe[J0Ba/IU JIerKue
(29,2 %) u ppyrue opransbl [9]. [Ipy MHOXeCTBEHHOM IO-
pakeHWH OpraHOB NPOrHO3 KpailHe Heb6JaronpUsTHBIN:
B 50-66 % ciyyaeB malyeHTbl YMHUDAIOT BCJeJLCTBUE
nporpeccupoBaHus onyxoJu [10].

U3-3a penxocTH 3ab6osieBaHUsl ONTUMaJbHasi CTpa-
Terus JiedeHuss CKJI He paspaboTaHa. IIpu JioKaJbHBIX
NOpaXeHUAX pajyKajJbHas XUpypruyeckas peseKLUs
CylleCTBEHHO yBeJIMUMBAET NT0Ka3aTe/ U 6e3peluiMBHON
BbDKMBAeMOCTH GOJIbHBIX U SIBJSETCH, 10-BUAUMOMY, OII-
THUMaJIbHbIM MeTO/I0M KOHTpOJis 60sie3HU [11]. JlyueBas
Tepanus, TaK >Xe Kak U XUpypruyeckuit mertof, a¢pdek-
THBHa NPU JIOKaJIbHBIX Npoleccax [12].

B cnyyasx pauccemunupoBaHHoit CKJI co MHoxe-
CTBEHHBIM BOBJIEYEHHEM OPTraHOB U CHUCTEM IPOTrHO3
HebJ1aronpuATHbIN. CXeMbl IOJUXUMUOTEPANUU 10 TUITY
CHOP (uuksodochamuz, AOKCOPYOUIIMH, BUHKPUCTHUH,
NpeJHU30JI0H) MO3BOJAKT JOCTHUYb HEeNpOAOJIKU-
TeJbHbIX PEeMHCCHUM: 5-/eTHsAA o6uiasd BbDKUBAEMOCThb
He npesblaeT 15 % [13]. B kauecTBe nporpaMM BTOpoOH
JINHUY TepalyM ONHCaH ONbIT UCIO0JIb30BAHUS PEXKMMOB
EPOCH (3TOmo3ua, npefHU30J0H, BUHKPUCTUH, I[UKJIO-
docdamua, nokcopyounun) u ESHAP (aTomosupn, nuc-
IJIATUH, LUTAapabyH, IPeHN30JI0H) C KpaTKOBPEMEHHbIM
YaCTUYHBIM NpPOTHUBOONYx0/eBbIM 3ddexkToM. Kinnu-
YeCKUH OMNbIT TNpPUMeHeHUs HWHTeHCUUIIMPOBAHHBIX
6s10k0BBIX nporpamm npu CKI, ycnemHo 3apekoMeH0-
BaBLIMX cebs B JIeUeHUM BBICOKOArpecCMBHBIX 3peJio-
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Puc. 1. (A—E) PeHTreHoBCKasi KOMMblOTEPHas ToMorpadusa ue-
pena (c 3D-pekoHcTpykumeir) 6onbHoro L. MHoXecTBEeHHbIe
nonnumMopdHble nutnyeckne odarn 0,4—0,7 cM B HamboOnbLUEM
namepeHuun. Oyar B 1eBO TeMeHHoW kocTu (0,7 cm B gnameTpe)
paspywaet o6e nnacTuHbl U AMNIONYECKOEe BELLECTBO (4/IMHHAS
cTpesika). HacTb o4aroB B BuAe KpaeBbIX AeEKTOB Npu coxpa-
HEHWW BHYTPEHHEN NNAacTUHKKN (KOpOoTkue cTpesiku). Paspexerne
KOCTHOW CTPYKTYpPbl N MPEPbIBUCTOCTb HAPY>XHOW MIaCTUHbI B Ye-
Lwye No6HOW KOCTN

Fig. 1. (A—E) 3D X-ray computed tomography of the skull of pa-
tient Shch. Multiple polymorphic lytic lesions from 0.4 cm to 0.7 cm
in maximum dimension. The lesion in the left parietal bone destroy-
ing both tables and the diploe is 0.7 cm in diameter (long arrow).
Some lesions appear as marginal defects, while the inner table
remains intact (short arrows). Bone rarefaction and discontinuous
outer table of the frontal squama

KJIETOUHBIX HEXO/PKKUHCKHUX JUMoM [14], B OCTynHOH
JINTEPATYpE OTCYTCTBYET.

Huxe mnpeacTaBieHO COOGCTBEHHOE KJIMHUYECKOE
HabstoZeHue pebenka 4 et ¢ CKIJL.

KNUMHUYECKOE HAB/TIOAEHUE

[ManuenT 1., 2009 roga poxaeHus (Ha MOMeHT JeboTa
3abosieBaHus pebeHKy 4 ropaa), 6oseH ¢ Mag 2014 r,
KOT/]a MOSIBUJIMCh >KaJI00bl Ha XXXy, 0O0UJIbHOE YacToe
MOYEeUCNyCKaHUe, YBeJuueHue JUMPaTUIeCKUX Y3JI0B B
melHoM 06s1acTH, 60Jb B KOCTsX. [Ipy 06c1ejoBaHUM 11O

K/TMHNYECKAA OHKOTEMATO/ON 4

MeCTy >KUTeJNbCTBA B JETCKOM 3HJOKPUHOJOTHUYECKOM
OT/leJIeHWU BbIIBJIEHbl O4aru JMTHUYECKON AecTpyKLuH
B KOCTsX 4epena. [l foo6cieoBaHUA U onpejeeHus
TAaKTUKU JiedeHUs1 OGoJibHOW Obl1 HampaBieH B HUHU
JleTCKOM OoHKoJioruu u remartoJsioruu (HUU J10T) OT'BY
«HMHUL, onkosoruun umMm. H.H. Bioxuna» MwuH3gpaBa
Poccun.

[Ipu noctynsienuu B HUU JIOT B utosie 2014 r. coxpa-
HSJIMCh Tlepeyrc/ieHHble Bblllle ajl06bl HAa OOMJIbHOE
yacToe MOYeHCNyCKaHMe, oTMedasach cebopest Ha BOJIO-
CUCTON 4YacTu roJioBbl. CocTosiHME OOJIbHOTO CpefHed
TspkecTd. [lpy  najbnanuy  BbIIBJEHO YBeJMYeHHe
JauMdaTUIECKUX y3JI0B 1IeU ¢ 06erux CTOpoH 1o 1,5 cMm;
y3/1bl 6e360/1e3HeHHbIe, MJ0THO3JacTU4YecKHe, OTPaHU-
YyeHHO NofBWXHble. [lepudepudeckne nuMmbaTudyeckue
y3Jbl APYyruxX TPyNn He NajJblUpPOBaIuCh. B KIuHHYe-
CKOM aHa/iu3e KpOBH: 3puTpouutbl — 4,89 x 102/,
remoryiobuH — 140 r/a, nelikonutel — 6,16 x 10°/1,
TpoM6ouThl — 321 x 10°/J1, cerMeHTOsiepHbIe HEUTPO-
dunbl — 52 %, tumoouutsl — 38 %, MoHOUUTE — 10 %.
BruoxyvMudeckre TokasaTesd B Ipejesiax HOPMbI, ypo-
BeHb JIaKTaTAeryuaporenassl 337 EJ1/1.

[Ipy peHTreHorpaduu KocTell 4vepena BbIsABJIEHbI
MHO)XeCTBEeHHbIe YYaCTKH 0CTe0JTUTUYEeCKOH AeCTPYKI MU
B MpPOEKLUH NpaBOi MOJIOBUHBI JIOGHOM KOCTH, JieBOU
TeMeHHOM KocTH. /laHHble oyard ObIIM HelpaBUJIbHOU
0BaJIbHON QpOPMBI, C YeTKMMHU KOHTYpaMH, CJMBarolecs
Mexy co60# 1 o6pasywiue 6osbline JedeKThl Koblie-
BUJIHOM U MOJYKOJbLEBUHOU opMbl. /sl yTOYHEHUS
XapaKTepa nopakeHus koctell nposefieHa KT, no uroram
KOTOpOH OTMeyYa/JUCb MHOXEeCTBEHHble JIMTHUYecKHe
oyaru JecTpyKLUU KocTel depemna (J106HOHM, TeMeHHOMU
(cpaBa y caruTTa/JIbHOTO 1IBA), pelleTYaTol) ¢ YeTKUMHU
HepOBHBIMU KOHTYpaMH, pa3aMepoM o 7 x 3 MM, C/1Ba-
olrecst Mex iy co60ii. boJsibloe 3aTblI0O4YHOE OTBEPCTHE
pacuiipeso (puc. 1).

Ilpu Y3U omnpefensanuce MHOXeCTBEHHbIE YBe-
JIM4yeHHble JUM$aTUYecKHe y3Jbl: TUII03XOreHHble
OJIHOpPOZIHbIE CJIeBa 1O GOKOBOW MOBEPXHOCTH LIEW U
MOAYENIOCTHON 006J1acTH A0 16 MM, 3aJHellelHbIe 10
10 MM, cnipaBa — NOAYENIOCTHbIE HEOJHOPOJHON CTPYK-
TYpbl 3a CYeT TUNEepP3XOreHHbIX YYaCTKOB C IJIOTHOM
KarncyJsiod, pasmepom o 17 mm. [lpu cuuHTUrpaduu c
9%mTc oOHapy>KeHbl OYaru HOBBIIIEHHOTO HAKOIJIEHHS
pagrodapMipenapaTa B 06J1aCTH KOCTel CBoJa yepemna
(106HOMH, pelieTYaTON, TEMEHHOM).

B MuesorpaMMe NpPU3HAKOB MOPakeHUsI KOCTHOIO
Mo03ra He BbIsABJeHO. [lo AaHHBIM LHUTOJOIMYECKOTO
vccle,0BaHMsA JIMKBOPA ONyX0JieBble KJIEeTKHU He onpe/e-
JISLJIACH.

C penbto MOPPOUMMYHOTHCTOXMMHUYECKON Bepu-
dUKaLUK OMyX0JIeBOr0 Mpoliecca BbIOJHEHA OGUONCUA
meiHoro JuMdaTtudeckoro ysJja. [Ilpu nputosoruye-
CKOM MCCJIeIOBaHUM Mas3KOB-OTIEYaTKOB OTMeYasoCh
3HAYUTeJbHOe KOJHUYeCTBO KPYNHBIX KJETOK, B T. 4.
JBYsepHBIX. fipa KPyMHBIX KJETOK COZlep>KaT HeXXHbIH
XpoMaTuH, 1-3 HykJeossl. lluTonasma rony6oro 1jBeTa,
MeCTaMH C MeJIKUMM BaKyoJsiMU. JlaHHBIM BUJ, KJIETOK B
6oJibllIell CTeleHW COOTBETCTBYET OINYXOJH THCTUOLM-
TapHOHN npupoAbl. OnyxoJjieBoe MUKPOOKpYKeHue MpeJ-
cTaBjieHo JuMob6aacTaMy, 3peabIMU JUMPOILUTAMY,
IJIa3MOLMTaMH, 303MHOQUIAMH, MeCTaMU B GOJIbLIOM
Kosm4ecTBe (puc. 2).
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Puc. 2. (A, B) Lintonornyeckoe nccnegosaHme 6uonTtaTta WeriHoro numdatnyeckoro ysna 6onbHoro L. (onncaHme B Tekcte). Okpacka

no PomaHoBckomy—I nm3e, x1000

Fig. 2. (A, b) Cytological examination of the cervical lymph node biopsy of patient Shch. (see text). Romanowsky-Giemsa stain, xX1000

[Io JaHHBIM TMCTOJIOTUYECKOTO0 HCCAe[0BaHUS B
OI'BY «HMMUL, rematonoruu» Munszapasa Poccuu B ro-
TOBBIX IIpenapaTax cpe3bl TKaHU JHMMPaTHUUECKOro y3ja
C COXPAaHHOM TMCTOAPXUTEKTOHUKON, peaKTUBHBIMU M3-
MeHeHUAMH. K TkaHu JiuMdaTHyecKoro y3/aa npujexar
dparMeHThl onyxoJieBoM TKaHU. OmyxoJsieBbIH cyGCTpaT
npeJjCcTaB/leH KPYMHBbIMU NMOJUMOP(HBIMU KJIETKaMHU C
OTYET/IMBBIMU SIIPbILIIKAMHU, IPUCYTCTBYIOT By epHble
dopMbl, KJeTKaMu C NepCTHEBUAHBIMHU spaMH, Hallo-
MHUHAIIUMU 10 MOpP}OJIOTUM ONyXoJieBble KJAETKU MpHU
aHaNJIaCTUYeCKOW KpynHOKJIeTo4HoU suMdome (puc. 3).

[Ipy  MMMYHOTMCTOXMMHUYECKOM  MCCJeJJ0BaHUHU
YCTAaHOBJIEHO, YTO YacCTb OMYXOJIEBBIX KJIETOK 3KCIpec-
cupyet CDla (puc. 4). [Ipu peakuuu c aHTUTeJaMU K
S-100 oTMmevaeTcs reTeporeHHas cJabas/yMepeHHas
A/lepHO-IIMTOIJIa3MaTHYeCcKasd peaklys B ONyX0JIeBbIX
kJeTKax (puc. 5). YacTb onyxoJieBbIX KJIETOK 3KCIpec-
cUpyeT JIaHTepUH (LUTON/Ia3MaTH4eckass TpaHy/spHas
peakuus) (puc. 6) uau CD163 (MeM6paHHas ¥ LIUTOIIA3-
MaTu4yecKkas roby/nspHas peakuuu) (puc. 7). CD68-mo-
3UTHUBHbIE THCTUOLMUTHI Pa3pO3HEHHO PAacCIoJIOKeHbI
CpeAy omyxoJieBoro cyocTpara, UHAekc Ki-67 coctaBiisieT
20-25 % no/10KUTeNbHbIX KIETOK.

TakuM 06pa3oM, 0 COBOKYIHOCTH pe3y/IbTaTOB Mpo-
BeJleHHOro 06c/1efloBaHusl NALMEHTY IOCTaBJIeH JUarHos
CKJI ¢ nopaxeHueM LIeHHBIX, TOAYEJOCTHBIX JUMATH-
YeCKHX y3JI0B, JIOOHOM, pellleTYaTON U TeMEHHBIX KOCTeM.
YuyuTbIBasA pacCnpoCTPaHEHHOCTb ONMYXOJIH, ObLJIO MPUHSTO
pellieHHe HayaTb Tepanli B COOTBETCTBUM C IpPOTO-
KOJIOM JIeYeHUs] arpecCMBHbBIX HEXOMKKUHCKHUX JIUMPOM
B-NHL-BFMO95. C utos151 no Hos16pb 2014 1. oCy111eCTBIAI0Ch
POTHUBOOIYX0JIEBOE JIeueHHe B BU/le 6 KyPCOB MOJUXUMHU-
oTepanuu (6J0ku A, B, A, B, A, B). [lo3a MeToTpekcaTa B
KaXkJoM 6Ji0Ke coctaBJisizia 1000 mr/m?, B 1-1 leHb Havasia
6/10k0B A M B mpoBozausiach npodusaKTUKa NMOpaKeHUs
[JHC nyTeM 3HJ0/110M6a/JbHOIO BBeJleHHUs] METOTPEKCaTa,
uTapabrHa ¥ peJiHU30JI0Ha.

YacTUuHBIM TNpoTHBOOMNyXOJieBbl 3¢deKT B BUAe
yMeHbllleHUs] pa3MepoB MOpPaKeHHBIX JUMQaTHYeCKUX
y3JI0B ObLI JOCTUTHYT mocje 4-ro 6Ji0Kka MOJUXUMHO-
Tepanuu. [locse 3aBeplieHHWs HWHAYKLHMOHHOIO 3Tama
NaLMeHT MoJy4yas NoAAePKUBAOLLYI0 TepalUio COTIacCHO

Puc. 3. Capkoma u3 knetok JlaHrepraHca. 'mcronornyeckumin npe-
napat. OnyxoneBbln cybCTpaT MNpPeAcTaB/eH KPYMHbIMU MNOAU-
MOPMHBIMK KNeTKaMu € OTHET/IMBLIMU SIAPLILLKAMU, MPUCYTCTBYIOT
asysaaepHbie hopMbl, KNeTKN C NepCcTHEBUAHLIMK A4pamu, Hamno-
MUHaIOLWMMKM MO MOPMONOrMM OMNyXxoneBble KIeTKW Mpu aHanna-
CTUYECKON KPYMHOKNeTo4Hon numdome. OKpacka remMaTokcuim-
HOM U 3031HOM, X400

Fig. 3. Langerhans cell sarcoma. Histological specimen. Tumor sub-
strate with large polymorphic cells with distinct nucleoli, binuclear
formations, cells with signet-ring nuclei and anaplastic large cell
lymphoma-like morphology. H&E stain, x400

nportokosay LCH-III gy rpymnnel BBICOKOIO pUCKa: BHH-
6slacTUH 6 Mr/M? npefgHu30y0H 40 Mr/m?, 6-MepKanTo-
nypuH 50 Mr/m? B TeueHue 6 Mec. K 3 mMec. nogaepxxuBa-
Iollell Tepanuu OblJ KOHCTAaTUPOBAH MOJIHBIM OTBET: MO
JlaHHBIM KOMILJIEKCHOTO 006CJieloBaHUs, BKJIIOYABILIETroO
Y3U, pentrenoBckyto KT u paguocyuuturpaduro c T,
NPHU3HAKOB OINYX0JIEBOI0 IOpaKeHWs He BBISBJIEHO,
OTMeYeHO M0JIHOe BOCCTAaHOBJIEHHWE 04YaroB KOCTHOIO
MopaKeHusl.

Ko BpeMeHu HacTos1el nybanKanuu npoiio 11 et
OT 3aBepIleH!UsI IPOTUBOOIYX0JeBOr0 JeyeHus. [lanueHT
HaXO0AMUTCsl B TOJTHOM peMUCCHU 3a60/1eBaHUS.
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Puc. 4. Peakuus c aHtutenamu k CD1a. Pag onyxonesbIX KMeTOK
akcnpeccupyet CD1a (npusHaku abeppaHTHOCTU MMMYHOEHOTH-
rna, 3HaunTe/IbHasa 4acTb OonyxosieBbix Kretok CDla-HeraTvBHbI).
VIMmyHObepMeHTHbI meToa, x200

Fig. 4. Anti-CD1a antibody assay. Some tumor cells express CD1a
(signs of immunophenotype aberration, many tumor cells are
CD1a-negative). Immunoassay, x200

Puc. 5. Peakuuns ¢ aHtutenamm k S-100. OTmMevaeTcs reTeporeHHas
cnabas/ymepeHHas agepHo-LUuTonnasmMaTMyeckasi peakums B ony-
XoneBbIX kKnetkax. IMMyHoepMeHTHbI meToa, x200

KIIMHWYECKAS OHKOTEMATOTONM A

Puc. 6. Peakuma ¢ aHTMTENamMmn K naHrepuHy. Yacto onyxonesbix
KNEeTOK 3KCMpeccupyeT NaHrepuH (uutonnasmaTnyeckas rpaHy-
nsapHas peakuns). O6palatoT Ha ce6s BHYMaHWe NpusHaku abep-
PaHTHOCTM MMMYHOMEHOTMNA, 3HAUYNTEIbHAA YacTb OMyXOneBbiX
KNEeTOK NaHrepuH-HeraTueHbl. MIMMyHOdepMeHTHbIN MmeTod, X200

Fig. 6. Anti-Langerin antibody assay. Some tumor cells express Lan-
gerin (cytoplasmic granular reaction). Signs of immunophenotype
aberration, many tumor cells are Langerin-negative. Immunoas-
say, x200

Puc. 7. Peakunsa c aHtutenamm k CD163. OnyxoneBble KNeTKU 3KC-
npeccupytot CD163 (MembpaHHasa v uuToniasmatnyeckas rnoby-
nsipHas peakumm). MMMyHodhepMeHTHbI MeToa, X200

Fig. 5. Anti-S-100 antibody assay. Tumor cells with heterogeneous
weak/moderate nucleocytoplasmic reaction. Immunoassay, x200

OBCYXAEHUE

CKJI saBnsieTcs KpailHe peIKMM ONYyXoJeBbIM 3aboJieBa-
HMEM C BBICOKMM MOTEeHLHa/JOM 3JI0KaueCTBEHHOCTH,
CyLIeCTBYIOIIME MOAXOJAbl K JIeYeHHUI0O KOTOPOro He IIO-
3BOJISIIOT AOOUTBCS ONTUMaNbHbIX pe3ynbTaToB. CHOP u
CHOP-nono6HbIe cxeMbl XUMHUOTepanuu B JedeHuu CKJI
HeaddekTuBHbl [15]. M. Keklik u coaBT. coobuuau 06
Hey[OBJIETBOPUTE/IBHBIX  pe3y/JbTaTaXx IpHUMeHeHUs
pexxuMa ESHAP B kadecTBe BTOpo# inHuM Tepanuu CKJIL.
ABTOpBI NPEANOJIOKUIIY, YTO AJIF JIe4eHU CTOJIb arpec-

Fig. 7. Anti-CD163 antibody assay. Tumor cells express CD163 (mem-
brane and cytoplasmic globular reactions). Inmunoassay, x200

CHUBHOU ONYXOJIM HY>XHbI 60Jiee UHTEHCUPUIIUPOBAHHbIE
porpaMMel JiedeHus [16].

OfHUM U3 BO3MOXHBIX CIOCOG0B YJAyYLIEeHUS
MoKasaTeJiel OTHaJeHHOW BBbIKMBAEMOCTH SIBJISIETCS
NpUMeHeHUe WHTEHCUBHOU O6JIOKOBOM HporpaMMbl
MOJIMXUMHUOTEPANUY, UCHOJb3yeMONU [JJis JieueHUs
HEXO/PKKUHCKUX JUMGOM U3 3pesblx B-kjaeTok, ¢
nocjeyollel noaaepxxuBawlieil Tepanveit, paspabo-
TaHHOU 15 60bHBIX ['KJI U3 rpynnbl BEICOKOr0 pUCKa.
[Tofo6HBIN TOAX0J HNPUMEHSJCA [AJis JedyeHUs Nalu-
eHTa AeTckoro Bo3pacta ¢ CKJI: nporpamMmMo# BbiGopa
ctan nportokos B-NHL-BFM95, Bk/w4aBmIUN LIeCTb
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yepeaywuuxcs 60koB A u B. Kak n3BecTHO, onyxosu
13 KJeTok JlaHrepraHca B COOTBETCTBUH C IPOTOKOJIOM
LCH-III TpebGyioT mnpoBeJeHUs MNoAJepKUBalOLeN
Tepanuu. YYuTbiBasg GeHOTUNIMYeCKOe U NMaTOreHeTH-
yeckoe cxoactBo CKJI u 'KJI, B HalleM KJIHHUYECKOM
HabJIl0JJeHUU TaKXe NMpUMeHsJach MoJAJepKUBaolas
Tepanus NnpeJHU30J0HOM, BUHOJIACTUHOM U MeTOTpe-
KCaTOM, YTO COOTBETCTBOBaJI0 NporpaMMe IojJep-
)KUBawllero JjedyeHus nagueHtoB ¢ 'KJI u3 rpynmnel
BBICOKOTO pUCKa. Takol MHTerpaTUBHbBIN NMOJX0[ K Te-
panuy, coyeTaBLINUHN 3/71eMeHTHI JleYeHHs] arpecCUBHBIX
HeXOKKUHCKUX JuMdom u ['KJI, mo3Bosua A0OCTUYB
AauTeNbHON pemuccuu y mnanuenrta c CKJI, koTtopas
npojosmxaercs 6osee 10 seT.

CnefyeT OTMeTUTb, YTO BeCbMa IepCHeKTHUBHOMN
Jieue6HOM onnueit npu CKJI npencraBiasieTcss Takxke
NpHUMeHeHHe TapreTHoH Tepanui. Tak, npuMepHo B 85 %
cny4aeB 3aboJieBaHUsl ONpesessAloTC TeHeTHYecKue
VW3MeHeHHUs, KOTOpble aKTUBUPYIOT CHUTHAJIbHBIM MYyThb
MAPK [17, 18]. Bosiee ueM y noJioBuHBI narueHToB ¢ CKJI
6bl1a o6HapykeHa myTauus V600E B rene BRAF [1], uto
M03BOJIsIeT HaZleAThCA Ha BBICOKYIO TPOTHBOOIYX0JIEBYIO
aKTUBHOCTb KOMOWHanuW xuMuoTepanuu U BRAF-umn-
ru6utopoB. KpoMe Toro, yuuThiBas onpejessieMylo 3KC-
npeccuto PD-L1 (siuranja peuentopa nporpaMmMupyeMoin
rubesiv KJAeTKH) B OMyX0JIeBOM TKaHH, ONMCaHbl IPOJ0JI-
JKHUTeJIbHble PEMUCCHU NPHU HUCII0JIb30BaHUU NEeMOPOJIU-
3yMaba B KOMOUHAIMU C JiyueBoU Tepanueit [19].

3AK/TIIOMEHUE

K HactosimieMmy BpeMeHU mnogxofbl K Tepanuu CKJI
BBU/Jly KpallHe peJKON 4YacTOTbl BBISIBJEHUS OIYyX0JH
HY>X/JIal0TCSl B YTOYHEHUH U COBeplIeHCTBOBAaHUM. [1o-BU-
JAUMOMY, aucceMuHupoBaHHble dopmbl CKJI co MHOxe-
CTBEHHBIM IIOpaXKEHHEM OPTraHOB U CUCTeM TPebyIOT Mpo-
BeJleHUs] MHTEHCHBHON G6JIOKOBOM MNOJMXUMUOTeEpaANUU
(mpotokosn B-NHL-BFM95). Kak mnokasaj Hall OIIBIT,
NOAOOHBIA MOAXOJ, B COYETAHUU C MOJAJEpKUBAOIIEN
Tepanuei, ucnosbzyemoit ajas ysedeHuss FKJI (mpoTokos
LCH-III), nmo3Bo/isieT MOJYYUTh [JJIUTESbHble PEMUCCUU
y nauuveHToB. [IprMedaTesbHO, YTO KOMOUHHpOBaHUE
pa3/IMYHBIX NPOTOKOJIOB, pa3pabOTaHHbBIX AJisl JIeYeHUs
KaK arpecCMBHBIX JHMM}OM, TaKk U MeHee arpecCHUBHBIX
TMCTHUOLMTO30B, NPOJEMOHCTPUPOBAJIO CBOIO KJHWHUYe-
ckyt0 3pdeKTUBHOCTD. [IpeAcTaBIeHHbIN KIMHUYECKUN
ONBIT paclIUpsieT CylLlecTBYIOLIMe MpeCTaBJeHUs1 O
BO3MOXHOCTSIX TepalluM 3TOro KpaliHe pefikoro 3aboJe-
BaHUS U MOXET CJYKUTb OCHOBAHHUEM JJ1 JaJIbHENHIEero
M3y4yeHUsl NpeJJIoKEHHbIX MOJAXOA0B B 0oJiee KPYIHBIX
MHOT'OLIEHTPOBBIX HCC/Ie/J0BAHUSAX.
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