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bonesHb Po3an—-[lopdpMaHa
(cuMHycoBBIV rMCTMOLUTO3 C MACCUBHOW
numcboaneHonaTtuei). CobcTBeHHoe

HabnioaeHue n 0630p nuTepaTypsbl
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BonesHb Posan—[opdmana (EP[) — penkoe 3aboniesaHue M3 rpynmbl rMCTMOLMTO30B, KOTOPOE
BCTpeYaeTcs B Ni0BOM BO3pacTe, MOKET MopaxaTtb NPaKTUYeCKU Niobble opraHbl U TKaHW, He UMeeT
NaTOrHOMOHWYHBIX CUMMTOMOB ¥ MOATBEPXKAAETCH TONMbKO MPU FMCTONOMMYECKOM UCCNEeAoBaHUN
riopaskeHHow TkaHu. B paboTe npusoauTcs onmucaHune ycnelwHoro neveHus peberka c BP[] ¢ nopaskeHuneM
NMMMdaTUYECKMX Y3110B, HOCOTTIOTKM, MOOKOXKHOW KINEeTYaTKU, Cele3eHKN U KOCTEN, BKITIOYaBLLEro
MHOr0o3TanHoe XMpPypruyeckoe BMELLATENbCTBO M XMMUOTEPaNuIO, a TakKe npeacTaBneH ob3op
nMTepaTypbl, COLEPKALLMIA peKoMeHaaUmmn no obcnepoBaHuio 1 nedvenHuio nauneHtos ¢ BPL. Pogutenu
naumeHTa fanu corfacvMe Ha UCMnosfib3oBaHue MHGOpMaLmMK, B TOM yucne dpotorpachumii pebeHka, B
Hayu4HbIX MCCNefoBaHWsaX U nybnukaumsx.
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Rosai-Dorfman disease (sinus histiocytosis with massive
lymphadenopathy): personal observations and literature review

A.E. Rudneva, D.S. Abramov, A.S. Sharlay, Yu.N. Likar, I.N. Vorozhtsov, N.V. Myakova

The Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Rosai-Dorfman disease (RDD) is a rare histiocytic disorder, which occurs at any age, can affect almost any organs and tissues,
does not have pathognomonic symptoms and could be confirmed only by histological examination of the affected tissue. The
article describes the successful treatment of a child with RDD with lymph nodes, nasopharynx, subcutaneous tissue, spleen
and bones involvement, by multistep surgical treatment and chemotherapy. A review of the literature is provided, including
recommendations for the examination and treatment of patients with RDD. The patient's parents agreed to use the information,
including the child's photo, in scientific research and publications.
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onesHb Posan-[lopdomMana (BP[; Rosai-Dorfman
disease), unM CUHYCOBbIA FUCTUOLMTO3 C
MaccuBHOM NuMdpapeHonaTnen, — peakuiA BapuaHT
FMCTMOLMTO3a, XapaKTepusyoLWMUACs HaKonneHnem
AKTUBUPOBAHHbBIX TMCTUOLMTOB B PA3NMUUHbBIX TKAHSIX.
BP[l BcTpeyaeTcs BO BCex BO3PaCTHbIX rpynnax —
OT AeTeil paHHero BospacTa [1] po nuuy ctapwe 70 net
[2], cpemnwit BospacT naumenToB — okono 20 net [3].
YacToTa BCTpeyaeMocTu oueHmBaeTcs kak 1:200 000,
COOTHOLLEHME M cocTasnset 1,4 [4].
3aboneBaHne MOMET NPOTEKaTb B BUAE MOPaXeHUs
O[IHOTO WUIIN HECKOJIbKMX TMMADATUYECKMX Y3108, hOPMU-
POBaHMA NaTONOrMYECKUX Macc B HOCOTIOTKE, NOSB-
NEHUs MAFKOTKaHHbIX 06pa30BaHwii B KOXE, PasfiMyHbIX
yacTaX LeHTparnbHoi HepBHo cucteMbl (LIHC), opbure,

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
2023 | Tom 22 | Ne 1] 99-109

MapeHXMMaTO3HbIX OpraHax, B BMAE NUTUMYECKOro
nopaseHus koctei. Ouarn nopasxeHus MoryT BbITb
€OVHMYHBIMM UM coyeTaTbCs Mexay coboi B Miobbix
Bapuauusax [3].

KnuHuyeckne nposBreHns 0BblYHO OrpaHUYeHb
MECTHbIMX CMMNTOMaMMn B 3aBUCUMOCTW OT MOPasKeH-
Horo opraHa. [losiBNeHne CUCTEMHbIX CUMMTOMOB U
CYLLIeCTBEHHbIX N1abopaTopHbIX U3MEHEHWUI faxe npu
MHOF00YaroBOM NPOLieCCe HEXapaKTepHO, XOTH OMUCaHbl
aHeMusl, HeMTPOOUIbHBIN NENKOUMTO3, FMnepraMmarsio-
6ynuHemus [3] u nosbiweHne C-peakTveHoro 6enka B
Kposm [2].

Hanbonee yactas nokanusauma naToorMYeCcKoro
npouecca npu BP0 (okono 40% cnyvaes) — weiiHble
numdatudeckre yanbl [3]. Habniopaetcs ux peskoe
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yBenuueHue o 3-5 cM B inameTpe, oHu 6e36051e3HEHHI,
pacrnonoXeHbl CUMMETPUYHO, UMEIDT LUAPOBUAHYIO
hopMy, He crasHbl Mekay coboi. [pu nopaskeHun Hoco-
FMOTKM NOKanbHble NPOABNEHUA CXOAHbI C TaKOBbIMU
Npy afeHOMANTE WUIN CUHYCUTE, HO NPW 3TOM MOXeT
obpaiiatb Ha cebs BHMMaHWe HECOOTBETCTBME 3HAUM-
TenbHOro 06beMa MopaskeHUs U OTCYTCTBUSA MPU3HAKOB
BocnasneHus (fMxopagKa, MHTOKCUKALUUS, U3MEHEHNs B
aHanusax Kposw).

Mopaskenne LUHC npu nHTpakpaHwanbHoW nokanwu-
3aLmu vallle 3aTparmeaeTt TBEPAYIO MO3roByio 06010uKy,
npu BW3yanusauumu (MarHUTHO-pe3oHaHCHas TOMO-
rpadous) MosKET HaNoOMWHATL MeHUHTMOMY. MopaskeHue
MOSKET BbITb B TOM uncie MHorooyarosbiM [5]. OnucaHsl
TaKKe MHTpa- W 3KCTpafypasnbHble NMOpPasKeHUs CUH-
HO-MO3roBOro KaHasa [6].

[MopaskeHne KoM MOMKET NpoTeKaTb B BUAE MOSB-
MeHWs NAOTHBIX OKPYFMbIX MHPMIbTPATOB B KOXE W
MOAKOMHOW KreTyaTke, Be3bonesHeHHbIX nanyn u
BrisiLLeK Ha NoBepxHOCTU Ko [7, 8].

MopaskeHne KOCTEN MOXET NPosBNATLCS 6oneBbIM
CMHAPOMOM UM NOSIBIEHWEM MPUNYXIIOCTU UK OTEKa
B MopaxeHHoW obnacTtu. lMpu Bu3yanusauuv BbiABNSA-
I0TCS MUTUYECKME OYaru B CTPYKTYPe KOCTEN, B HEKO-
TOPbIX CMy4asix MOpPa)eHne KOCTHOM TKaHW MpoTekaeTt
BeccMMNTOMHO U BbISBNISIETCA TOMbKO Npu obcnenoBaHum
[9, 10].

OnuncaHbl nopaskeHns pasfnyHbIX OPraHoB — MOYeEK,
NEerkux, rPyaHbIX Kemnes, NeyeHu, ceneseHkun, opbur,
fIMYeK, CepaLa U KPYMHbIX COCYAOB, HafMOYEYHUKOB,
MOMKENYAOYHOW Kenesbl U APYrMX OTOESI0B Xeynoy-
HO-KMLLIEYHOro TpakTa [2].

KnuHuueckne nposasneHus BP[l BecbMa pasHo-
0bpasHbl, NpU 3TOM KakUX-NnbBO NaToOrHOMOHWUYHbIX
MPM3HaKOB y 3Toro 3abonesaHuWa HET, U AMArHO3
MOATBEPXKAAETCHA TOMIbKO FMCTOSIOrMYECKU. TOHKO-
UronbHblE MYHKUWOHHbIEe Buoncmn numdaTuyeckmnx
Y3M0B M QPYrMX 04aroB B TKaHAX 0ObIYHO OKa3sbiBa-
loTCA HeMHMOPMAaTUBHBIMU, TaK Kak He MO3BOMAT
OLIeHWUTb TMCTOAPXUTEKTOHUKY ouara fnopaxeHus, a
NPV 3KCTPaHOAanbHbIX hopMax CyLlecTByeT BEpPOAT-
HOCTb acnupauuu MaTepuana v3 npuiaesalumx TKaHen
C PeaKTMBHbIMU U3MEHEHUAMUN. XapaKTepHOW MrMcTono-
FMYECKOWM KapTUHOM HOJANbHOIO NMopaskeHUs ABNseTcA
MaccuBHas MHAOUNbTPaLMA MeoynnsapHbIX U cybkancy-
NAPHbIX CUHYCOB NUMdAaTUYECKOro y3na pasHoBenu-
KMMM, 4aCTO MMraHTCKUMU MUCTUOLUMTaMM C HeBOoMbLLMM
SAPOM W HanWuMeM B LMTOMNA3Me MHTaKTHbIX NnuMdo-
LMTOB, 3PUTPOLMTOB M MNa3MaTUYECKUX KITETOK —
OaHHbIA MPU3HaK MOMyuYWusl Ha3BaHWe 3MMNepuono-
nesa. lpu 3KCTpaHOQaNbHOM MOPAsKEHWUN FUFAHTCKUE
FMCTMOLUMTBI C MPU3HaAKaMKU aMnepuonosiesa pacno-
MOKEHbI PA3PO3HEHHO CPean COeANHUTENbHOTKAHHOM
CTPOMBI. [1py UMMYHOFMCTOXMMUYECKOM MCCIEH0BaHUM
KPYMHbIE TMCTUOLMTBI COXPaHAIOT CBOM HOPMaIbHbIN

UMMyHodbeHoTunN, akcnpeccupyloT CD68, Macrophage,
CD163, obpawaeT Ha cebsa BHMMaHWe rpagueHTHas
akcnpeccua S100, KNeTKM UMeIT pasHylo MHTEHCKB-
HOCTb 3KCrpeccum — oT coBceM craboit fo spkoi. OTcyT-
cteyeT akcnpeccusa CD1la, Langerin, FXllla. NmeeTcs
npuMecb HebBOMbLLOro KonnyecTBa nnasMaTUyecKux
KNeTok, cBAsun ¢ IgG4-accounmpoBaHHbIMKU PaccTpon-
CTBaMM He BbIfiBNeHO. HopanbHasa 1 aKCTpaHopasibHble
chopMbl MOPCIONOrMYECKM OTIMYAIOTCA APYr OT Apyra
MO rMCTOAPXUTEKTYPHOMY PACMOSIOMKEHMIO KIETOK NaTo-
noruyeckoro npouecca. lNpu Knaccuyecknx HopasbHbIX
chopMax KNeTKM pacnonoeHbl BHYTPU PE3KO pacLLu-
PEHHbIX CUHYCOB NUMQaTUUYECKUX Y3N0B, UMeloT
KPYMHble, BMAOTb A0 FMIFaHTCKMX, pasMmepbl. 3KCTpa-
HofasnbHble DOPMbl MPEACTaBAIOT AMAarHOCTUYECKKE
CINOXHOCTU M3-3a Masioro KonvyecTBa NaTonormyeckmx
KNeTok, npumecy bonbluoro obbema BOCManmUTENIbHOIO
cybcTpaTa M3 CerMeHTOsiAepHbIX EMKOLMTOB, MUMA0-
LIMTOB.

3Tnonorus npouecca TOYHO He onpepeneHa. MNoka-
3aHO OTCYTCTBME KIOHANIbHOCTU MTMCTUOLIMTOB, XapaKTep
UX nponudbepaum paccMaTpuBaeTCs Kak pPeaKTUBHbIN,
OfiHaKo TpUrrep npouecca He BoisieneH [3]. B nocnenHue
rofbl NOSIBNSIOTCA CBMAETENbCTBA 06 yyacTum B naTo-
reHese pasfMyHbIX TMCTUOLMTaPHbIX MPOLECCOB, aKTU-
BUpYloLLMX MyTaumm B reHax NRAS, KRAS, MAP2K1, v
ARAF. B cnyvae BP[] BbisiBneHbl MyTauum B reHax ARAF,
KRAS, NRAS [11-13], BRAF [14], MAP2K1 [12, 15].
ObHapyeHune 3TUX MyTaLuii MOXKET CBUMAETENbCTBO-
BaTb B TOM UMCIIE O KJIOHAMIbHOCTW U HEOMACTUYECKOM
XapakTepe npouecca, No KpalHel Mepe, B HEKOTOPbIX
cnyuasx BP0 [2].

OnucaHo coueTtaHne BP[] ¢ cuctemHbiMm 3abone-
BaHWAMU. CMCTEMHOI KpacHoi BonuaHkoi (CKB) [16],
ayTOMMMYHHOIA reMoniuTudeckoi aHemuen (AUTA) [17],
3roKaYecTBeHHbIMK npoueccamu [10, 18, 19] n ummyHo-
AednUNTHBIMKU cocTosaHuAMM [20].

3aperucTpupoBaHbl cilyyan ceMenHon bP[] B pamkax
cuHapoMa H (Faisalabad syndrome), ayTocoMHo-pe-
LIeCCMBHOr0 reHeTMYeckoro 3abonesaHus, BbI3BaHHOIO
MyTaumen B reHe SLC29A3, npu KOTOPOM BCTpeyaeTcs
nopaxeHue NMMAATUYECKUX Y3MOB, KOKM U HOCOTTOTKM.
CWHOPOM TaKke xapaKTepuayeTcs rmnepnurMeHTaumen,
rMNepTpuxo3oM, renatocniieHoMeranuen, notepen
cnyxa, aHoManuaMu cepgua, rmnoroHagM3MoM, HU3KUM
POCTOM, runornukemueit u hallux valgus (oTKnoHeHne
BOnbLLOro NanbLa CTomMbl KHapysku). B ceMeiiHble Bapu-
aHTbl BPI Take BKNIOYAOT BapuaHT, KOTOPbIA acco-
LMMPOBaH C ayTOMMMYHHbIM IMMA0NPonndepaTUBHbLIM
cuuppomoM (ATNC; pedomunt FAS), BbI3BaHHLIM MyTa-
umamm B rere TNFRSF6 [4].

TeueHune 3aboneBaHnss MOXET BbITb PasAUYHbIM,
OMnMCcaHbl Kak CMOHTaHHble PErpeccuu UM oTCyTCTBUE
MPOMOIIKEHHOr0 poCcTa Mocflie TOTanbHOrO yaaneHus
(40-50% cnyuaes) [2], Tak 1 pecbpaKkTepHble BapuaHTbl
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C MPOrpeccupyoLLMM Ui PELMANBUPYIOLLMM TEYEHUEM
W [aske netanbHbIM ucxopom [21, 221.

ObwwenpuHsaToro nopxofa K neyenwio 6P He pa3spa-
BoTaHo. Bbibop Tepanuu 3aBUCUT OT arpecCUBHOCTM
TeueHusi 3aboneBaHnsa, NOKaNM3aLUnMmn U KIMHUYECKOM
cuTyauum. Mpn BO3MOXKHOCTU PEKOMEHYETCS TOTanbHOe
XMPYPruyeckoe yaaneHne nopaxeHHbIX NMMMdoysnos.
Ecnu papukanbHoe xupypruyeckoe ypaneHue Heocy-
LecTBUMO (Hanpumep, Npu HanMUUU MHOKECTBEHHbIX
0uYaroB), NPUMEHSIOTCA NydyeBas Tepanus, CTepouabl,
MMMYHOLENPECCaHTbl, pas3fnuyHble PEXUMbI HU3KO- U
CpenHeno30BoOM xumuoTepanuu. B nocnegHve rombl C
OTKPbITMEM POSIM MyTaLMWI B reHax, OTBETCTBEHHbIX 3a
curHanbHble Nyt (KRAS, MAP2K1) B natoreHese BP[,
MPOBOAATCA UCCNefoBaHMSA N0 3PEKTUBHOCTU UHFMBU-
Topa KnHa3 MEK1/2 npu pedbpakTepHoM TeueHnn 3abo-
nesaHus [23].

B natonoroaHatoMunyeckom otgenexun HMUL AFOU
uM. [Mutpusa Porauesa c 2014 r. gpnarHoCTMpoOBaHO
30 cnyuvaeB BP[ pasnuuHbix Nokanusaumin. Bospact
3aperucTpupoBaHHbIX naumeHtos ot 1 go 16 ner.
BoceMb peTein nocne nocTaHOBKM amarHosa obpalua-
muco B UeHTp nM. [IMnTpus Porayesa 3a neuebHoi nnu
KOHCYNbTaTUBHOM noMoLubio. Juwb y 1 13 3Tmx 8 naum-
eHTOB (MHOMKECTBEHHOE MOpaeHWe KOCTeR) AOKYMEHTU-
poBaHa CNOHTaHHas perpeccusi Npouecca, 0CTanbHbIM
notpeboBanacb CMCTEMHasA Tepanusa B CBS3W C peumau-
BaMV UM HEBO3MOMHOCTbIO NOSMHOW Pe3eKLMN 0Yaros.

B kauecTBe KIMHMYECKOro MpMMepa Mbl NPUBOAMM
Crnyyal, Korga npouecc nebTupoBan ¢ Knaccuyeckoro
MOPasKEHMA LLEMHbIX IMMDATUYECKMX Y3MOB 1 HOCOTTOTKM,
MPOrpeccupoBas C MOPaM)EHNEM KOKM, MOOKOXKHON KI1eT-
YaTKM, KOCTeW, MMMPaTUYECKUX Y3M0oB SpYyrux rpynn u
ceneseHku 1 Bbin ycrnewHo KynupoBaH CUCTEMHOM XUMM-
oTepanuen n XUPYpPruyeckom caHauuen B HECKOMbKO
3TanoB. Poputenu nauveHTa nanu cornacue Ha MCMosnb30-
BaHWe MHApopMaLmK, B TOM uucie dooTorpacuin pebeHka,
B HaYYHbIX UCCIIEA0BaHUAX 1 Nybnnkaumsx.

KNUHUYECKUI CNYYAN

[eBouka, 2012 ropa poskaeHus, pocna 1 pasBuBa-
nacb 6e3 ocobeHHocTei. OHKOMOrMYECKNX U Hacnen-
CTBEHHbIX 3aboneBaHWi y pPOACTBEHHWMKOB HeT. B
Bo3pacTte 3 neT 8 mecaues (asryct 2016 r.) BO3HUKIIO
yBenuuyernme nuMdatuyecknx ysnos Lwweun c obeux
CTOpOH. Jlnxopanku, kaTapanbHbIX SABMEHUNA He OTMe-
yanoco. [NeanaTpoM HasHauyeHa aHTubakTepuarnbHas
Tepanusi, KOTOpas He NpuBeNa K YMeHbLUEHWIO pa3MepoB
numdpoysnoe. B pernoHanbHoi knuHuke 14.09.2016
npoBefeHa buoncua NogyenioCTHOro NMMMAaTUYECKOr0
yana, rmcTonorMyeckoe 3aksoyeHve B 3 natonorunye-
CKUx nabopaTopusx, BKIIOYas NaTofIoroaHaTOMUYecKoe
otneneHve HMUL OFOU wm. OmuTpua Porauesa, — cuHy-
coBbli rucToumTos (BPM).
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Brnepsble obpaTtunack B LleHTp uM. [Mutpusi Pora-
yeBa B 0KTabpe 2016 r. c skanobaMu Ha 3aTpyAHEHHOE
HOCOBOE [blXaHWe, YBENMUYEHHbIE LeWHble NuMdaTu-
yeckue yanbl. [lpy ocMoTpe: nofueniocTHble NuMda-
TUuYeckme yanbl ¢ obenx CTOPOH [0 5 CM B fMaMeTpe,
0edurypupyioLLmMe KOHTYpbI LWen, 0BOULHON OOpMbl,
Bes3bonesHeHHble, anacTuyHble. HusKHe-wwemnHble,
NOAMbILLEYHble, NaxoBble NMMMdaTUyeckue yanbl Ao 1 cMm
B AvamMeTpe. HocoBoe AbixaHne OTCYTCTBYET, MEPEHO-
CuUa pacLumpeHa, oTeyHa. B octanbHoM — 6e3 ocobeH-
HOCTEN.

KomnbloTepHas ToMorpadoms (KT) ronosbl 1 wew
C KOHTpacToM (pucyHok 1) BbisiBUNa 3HaUUTENbHOE
HepaBHOMepHoe bunatepasibHoe yBeNUYeHe pa3MepoB
MOOHUKHEUEMIOCTHBIX, OKONOAPEMHBIX TMMAI0Y3/10B 1
Y310B 3aHEr0 TPEYrOfbHIKA, MaKCUMarbHbIM pasMepoM
3,1 x 2,3 cM, CHUKeHMe nHeBMaTu3aummn obeunx Bepx-
HeyeniCTHbIX Nadyx. CoycTess ¢ 0benx cTopoH 06Ty-
pUpOBaHbl. AYelKn pelueTyaTon KoCcTu cybBToTanbHo
3anosTHeHbl MAMKOTKAHHbIM COAEPKUMbIM. KIIMHOBUAHBIN
CUHYC MHEBMAaTU3MPOBaH Ha TPETb 3a CYET YTOJILLEHMS
CMU3UCTON M copepkuMoro. HocoBble X0ofbl NPOXOAUMBI
Ha HebonbLLIOM MpOTsKeHWM B obnacTu cpepHero u
HWXXHEro HOCOBOMO XOfa crpaBa. B aucTanbHbIx oTaenax
HOCOIJIOTKM OTMeYaeTcs nofHasa obTypaums npoceeTa 3a
CYeT MArKMX TKaHen, BeposiTHO, 0BYCNOBNEHHOr0 yBenn-
YEHWEM [JI0TOYHON MUHOAMMHBI.

B xupypruueckom otgenenun HMUL OMOUN um.
OmuTtpus Porauvesa 03.11.2016 6biniv BbIMOMHEHDI
yAaneHne MOAYENIOCTHbIX NMMAATUYECKNUX Y3MOB C
0beunx CTOpPOH, afeHOTOMWUSA, ABYCTOPOHHAS NOSUCHHY-
COTOMWSA C yAaneHueMm nmatonoruuyeckoro cybcrpara.
'mcTonoruyeckoe uccnenosaHve Matepuana — BPJ
(pucyHok 2).

Yepes 6 Hepn nocre XMpypruyeckoi caHauuu, B
sHBape 2017 r., BHOBb BO3HUKIIM %anobbl Ha yBenuyeHue
MOAYENIOCTHBIX IMMdDaTUYeCKMX y3noB, bosnbLue cnpasa,
3aTpyaHEHME HOCOBOMO AbIxaHus, Xpan no Hoyam. Ha KT
ronosbl 1 weun oT 01.02.2017 ¢ obenx cTopoH onpene-
NAITCA KOHrMOMepaTbl YBESTMYEHHbIX OKOMOSPEMHbIX
nMdIaTMYECKMX Y3M10B 0BLLMMN MaKCUMMasbHBIMK pa3Me-
pamu cnpasa 3 x 3 x 5 cM, cneea Ao 3,5 x 4,5 x 5 cM,
OTAESIbHbIE MOJHWKHEYEMIOCTHBIE NMMdIaTUYECKME Y3Mbl
0o 2,5 x 2 x 3 cM. ['unepTpodhms Bcex NMMOnaHbIX
CTPYKTYp konbua lMuporosa—Banbperiepa. Mpasas Bepx-
HeYyeniCcTHan nasyxa TOTanbHO 3anofHeHa naTonorun-
YECKMM COAEPKMMbIM, NIeBast BEPXHEYeniocTHas nasyxa,
OCHOBHas nasyxa v siueriku peLueTyaToro nabupuHta —
cybToTasnbHo.

Mpu ocmoTpe 06.02.2017 obHapysKeHO Tak:xe
yBeSIMYEHNE Nax0oBOro MMdaTUUYECKOro y3na crnpasa.
K 14.02.2017 oTMeYeHO NOABNEHNE MHOXECTBEHHbIX
6e3b05e3HEHHbIX YYaCTKOB MHGOUBTPALMKN LMaMeTpoM
00 1 CM B KOXE M NMOOKOXHOW KIeTyaTke TyrnoBuLla U
KOHEUHOCTeN.
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Mo3nTpOHHO-aMUCCHUOHHas ToMmorpadoua (M3T)/ UHMIbTPUPYIOLLIEA Na3yXu, KOCTSAX, MOLKOKHOM KneT-
KT Bcero Tena ¢ “¥F-dproppesokcurmiokosoi (¥F-dMr) yaTke.

(pucyHok 3) nposepeHa 15.02.2017, 6binn BbIABIEHbI B chespane—Mapte 2017 r. B 2 3Tana bbinun nposeneHs!
MHOXECTBEHHbIE 0Yarn HakonneHusa paavodapmnpe- XUPYpruyeckvie BMeLLaTesbCTBa: aAeHOTOMMS, yaaneHue
napata (P®MN): B nuMcbaTnuecknx ysnax Lieu, cpeno- MOAYENIOCTHBIX MMMPATUYECKUX Y310B CrpaBa W ABYCTO-
CTeHus, BPIOLLIHON NOMOCTH, B MaxoBOM NuMdoysne POHHSAS 3HOOCKOMWYECKas NosMCuHycoTomms. [uctonorn-
cnpaBa, B IMMONIHONA TKaHW HOCOINIOTKM, TKaHMW, YecKoe 3akIioueHne No yaaneHHbIM TKaHAM rpeskHee — BPL.
PucyHok 1

KT ronosbl u weu ¢ koHTpacTuposaHveM ot 27.10.2017. BbisBneHbl 3HauMTENbHOE YBENMUEHE NMMAIaTNUYECKUX
y3noB weu ¢ o6eunx cTopoH (A) u naTtonoruyeckoe conepsuMoe HocornoTku (B)

Figure 1

CT of the head and neck with contrast enhancement, 27.10.2017. Significant enlargement of lymph nodes on both sides of the
neck (A) and abnormal masses in the nasopharynx (B)

PucyHok 2

Mukpockonuueckas kapTuHa bruonTaToB MMMAATUYECKMX Y3108

A — MMKPOCKOMUYECKN CTPYKTYypa NMMdpaTU4eCcKoro ysna npeactasnset cobon pesnayanbHble nuMdonaHble onnmkynbl ¢ pac-
LUMPEHHbIMW NapaddoNNUKYNAPHLIMUA 30HaMU 38 CYET BbIPAsKEHHbIX CUHYCOB, 3aM0STHEHHbBIX KPYMHBIMU TMCTUOLMTAMU U SNUTENNO-
MOHOrO BMaa KNeTKaMm (OKpacka reMaTOKCUITMHOM 1 303uHOM, x 100); b — akcnpeccus S100-aHTUreHa pasHOM CTeMNeHn UHTEH-
CMBHOCTM Ha M’MCTUOLMTAPHBIX 3[IEMEHTAX KaK OCHOBHOr0 CyBCTpaTa naTonorMyeckoro npouecca (MMMyHOrMCTOXMMUYECKOE
uccnenosanue, x 100); B — akcrnipeccus CD163 neKopupyeT rmraHTCKue OHOSAEePHbIe 3MUTESNIMOUAHbBIE KIETKU U FTMCTUOLMTLI, B
UMTOMSIa3Me KOTOPbIX OTUYETIIMBO Pa3fINUMMbl AAPa MHTAKTHbIX IMMAOLMTOB (MMMYHOrMCTOXMMUYECKOE UcCenoBaHue, x 400)

Figure 2

Microscopic appearance of the lymph node biopsy specimens

A — microscopically, the structure of the lymph node is residual lymphoid follicles with expanded parafollicular areas due to pronounced
sinuses filled with large histiocytes and epithelioid cells (H&E staining, x 100); b — expression of the S100 antigen of varying intensity on histi-
ocytic elements as the main substrate of the pathological process (IHC, x 100); B — expression of CD163 decorates giant mononuclear epithe-
lioid cells and histiocytes with clearly distinguishable intact lymphocytes within the cytoplasm (IHC, x 400)
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YunTbiBaA MHOroo4aroBbll xapakTep mpouecca
(nMMcbaTUUeckue yarbl, Nasyxu HOCa, KOCTHU, MArKue
TKaHW, CeneseHKa) M HEBO3SMOMHOCTb PafMKasibHOro
XMPYPruyeckoro neyexus, bbino NpUHATO peLleHne o
npoBeAeHUn cucTeMHoM Tepanuu. B anpene—mae 2017 r.
Bbino npoBeneHo 2 Kypca xummnoTepanuu COP: umkno-
thocchaH 750 Mr/m? u BuHKpUCTMH 1,5 Mr/m? B eb 1,
npenHusonoH 40 mr/m? B gHn 1-5. Mocne nepsoro Kypca
oyYaru B MOOKOMKHOMN KNeTYaTKe CTanu MeHee MIOoTHbIMY,
HO MOJSTHOTO MX perpecca He MPOM3OLLNO. YBennyeHune
NaxoBOro NMMMAaTUYECKOro yana coxpaHsnocs. lNocne

PucyHok 3
M3T/KT ¢ 8F-odr ot A
15.02.2017
A — NpoeKUUa MakCUMasnbHowM
uHTeHcusHocTH, B — KT- n M3T/
KT-n3obpaxenus obnactv na-
TOYHbIX KOCTeN. BuaHbl MHOMKe-
CTBEHHbIE 0Yaru NoBbILLIEHHOr0 »
MeTabonvaMa B yBeIMUYEHHbIX
nMMchaTUYECKUX Y3rax, B TMM-
hOMOHOM TKaHW HOCOrNOTKMU,
ceneseHKe, KOCTSAX, MOAKOM-
Hol Knetuatke (A). Ha KT B
PEeXMMe KOCTHOMO OKHa XOpPOLLO
pasnuuMMbl MMTUYECKUE oYaru B s
MATOYHbIX KOCTSIX, COOTBETCTBY- F-—-‘ 4
loLLMe oYyaram noBbILLEHHOT 0 4
[/Ie]TaﬁonwsMa Mo faHHbIM M3T ; i ¢
B -

Figure 3

8F-FDG PET/CT from

15.02.2017

A —a maximum intensity projec-

tion; b — CT and PET/CT images

of the calcaneus. Multiple foci of .
increased metabolism are visible

in the enlarged lymph nodes, the

lymphoid tissue of the nasophar-

ynx, the spleen, bones and sub-

cutaneous tissue (A). On CT in the

bone window mode, lytic foci in the

calcaneus are clearly visible, cor-

responding to the foci of increased .
metabolism according to PET (B)
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BTOPOro 6510Ka 0OTMEYEHO MOABMEHWNE HOBbIX MOAKOMKHbIX
0yYaros.

B nione 2017 r. npoBefeHbl 3KCLM3NOHHan Buoncus
LUerHbIX NMMMAI0Y3noB crpaBa M NaxoBoro nuMdoysna
cnpasa, yaaneHue 3KCTPaHO#asnbHoro (KosHoro) ovara
Ha naTepanbHON NOBEPXHOCTW Mpasoro nneva. [ncrto-
nornyeckoe 3aksiovuerne npeskHee — bPL (pucyHok 4).

TaknM 06pa3oM, BbINO KOHCTaTUPOBaAHO OTCYTCTBUE
oTBeTa Ha Tepanuio COP. MNpoeeneHo 3 Kypca knagpu-
6uHa B fo3e 6 Mr/mM? B iHM 1-3 ¢ MHTepBanoM 21 feHs.

Mo maHHbiM MAT/KT ot 21.09.2017 nocne 3 Kypcos
(pucyHok 5) — BolpameHHas NonoKuUTeNbHas AMHaMUKa B
BMIE YMEHbLUEHUS KONTMYEeCTBa 04YaroB M MHTEHCUBHOCTU
HakonneHua POl B NOOKOMXHOWN KneTyaTke, UCUYE3HO-
BeHue ovara B cenesexke (SUV He Bonee 2,9 B nuMda-
TUYECKMX y3nax, 1,5 B KOCTHbIX o4arax, 1,9 B NOAKOMKHbIX
06pasoBaHuXx).

Tepanua knappubuHoMm npoponxkeHa. [ocne
6 RypcoB Mo AaHHbM MIT/KT (aekabpb 2017 r.) konu-
YeCTBO 0YaroB W MHTEHCMBHOCTbL HakonneHus POl bes
CYLLIECTBEHHOW OMHAMUKM,

[MpoBeaeHO reHeTMyeckoe nccnepoBaHne paHee
nonyuyeHHblx 6uontaToB (nonuMepasHas uenHas
peakuus, npsMoe cekBeHupoBaHue no CaHrepy):
myTauun KRAS, NRAS, BRAF, MAPZK1 B KauecTBe TOUeK
NPWUMONKEHWs ANA TapreTHoM Tepanuu B cybcTpaTe He
BbISIBNEHO.

C pekabpa 2017 r. bbima HavaTa Tepanus
6-MepkanTonypuHoM (6-MT1) B ctapTosoit fose 50 mMr/m?
exefnHeBHo + MeToTpekcaT 30 mMr/m? 1 pas B Hedenio
C Koppekuuei [o3 No ypoBHIO neikouutoB (nopnep-
swuBasncs B npegenax 2,5-3,5 toic/Mkn). MepepbisoB B
Tepanuu He 0TMeYarnoch.

Ha koHTponbHow M3T B unioHe 2018 r. — yBenu-
YyeHne MeTabonMuecKon akKTMBHOCTM B NMMPATUYECKMX
y3nax v MArKUX TKaHsX HOCOMIOTKW, MaKCUMarnbHO A0
5,1 MM, COXpaHEHWe 04aroB B KOXKe U MOOKOXHOW KieT-
yaTke, SUV 1,84, paamepoM 1o 7 MM. B KocTsAx — yyacTkm
pa3pesKeHns KOCTHOM TKaHK ¢ 0BOAKOM CKIlepo3sa, Makcu-
ManbHo 0o 10 MM, 6e3 MeTabonmueckoi akTnueHocTh. B
mmmcpoy3anax wen SUV po 3,9. B nione 2018 r. npoeneHo
yoaneHue obpa3oBaHus HOCOrNOTKM, NOANOAbOPONOYHOMO
numcpaTryeckoro yana. ['uctonoruuecku — BPL.

lMpoponskeHa NpexHas Tepanus. KnMHnyeckn otme-
Yyanacb nocTeneHHas perpeccusi oyaros. 10 faHHbIM
N3T/KT ot wioHa 2019 r. BnepBble 3aperucTpupoBaH
MOMHbIM MeTabonMyecknin OTBET: 0YaroB MaTonoru-
yeckoro HakonseHus PPl B KOCTAX, MAMKUX TKaHSX,
nMdaTnYeCKmX y3nax He BbISBIEHO.

Tepanusa 6-MI1 n MeToTpekcaToM npekpalieHa
€ Hoabpa 2019, korpa ANUTENbHOCTb ee cocTaBuna
24 mec. lNMposopATcs perynsapHoe HabniogeHe, KOHTPOmb
M3T/KT. B pekabpe 2021 r., uepes 24 Mec nocne
MpeKpaLLeHns MOAAEPKMBAIOLLEN Tepanuun, NPU3HaKoB
peakTuBaLum npouecca Her.



KIIWHUYECKWUE HABNNIOAEHUA

PucyHok 4

MuKpoCKoMUYecKast KapTuHa NaToIOrMYECKMX N3MEHe-
HU B 0Yare NOPaskeHUs KOXM

A — B nepMe oMpenenaTCcs NIOX0 OTFPaHUUEHHBIN oJar no-
paskeHusi (OKpacKa reMaToOKCUIIMHOM M 3031HOM, x 100); B —
MaToNoOrMUYeCKUit ouar NpencTassieH MOTHBIMU CKOMMEHUAMM
MMCTUOLIMTOB U KPYMHBIX 3MUTENMOUAHBIX KNETOK C 06MIbHOM
UMTONNIa3MOoN U NpU3HaKaMu aMnepuononesa (okpacka rema-
TOKCWIIMHOM 1 303uHOM, x 400)

Figure 4

Microscopic appearance of the skin lesion

A — microscopically in the dermis, a poorly demarcated lesion is
identified (H&E staining, x 100); b — the pathological focus is repre-
sented by dense accumulations of histiocytes and large epithelioid
cells with abundant cytoplasm and signs of empiriolesis (H&E stain-
ing, x 400)

A

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUSA

BP[ Bnepsble onvcaHa natonorom Pierre Paul Louis
Lucien Destombes B 1965 r., 3atem B 1969 r. — nato-
noramu Juan Rosai n Ronald Dorfman kak CUHYCHbI
TMCTUOLMTO3 C MaccuMBHOM nuMmdoageHonaTuen
(HasBaHue BPL Bnepsble bbino ynotpebneHo B 1973 1. u
B NaJIbHEWLLIEM 3aKPENUIOCh KaK CUHOHWM, B NocriegHee
BPeMs MHorga BCTpeyaeTcs HasBaHue Rosai—Dorfman—
Destombes disease). B 1984 r. B peructpe, KOTOpbliA

PucyHok 5

MAT/KT ¢ BF-dAr ot A
21.09.2017

A — NpoeKuua MaKCUMarbHoM
nHTEHcuBHOCTU; B — KT- 1 N3T/
KT-u3obpaxeHnus obnactu
NATOYHbIX KOCTEN. KonnuecTtso
0YaroB MoBbILUEHHOr0 MeTa-
6011M3Ma 1 MHTEHCMBHOCTb
HakonneHust POI1 cHuannmce no
cpasHeHwio ¢ chespanem 2017 1.

Figure 5

8F-FDG PET/CT, 21.09.2017

A —a maximum intensity projec-
tion; 6 — CT and PET/CT images of
the calcaneus. The number of the
hypermetabolic foci and isotope ac-
cumulation intensity decreased in
comparison with February 2017
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Benu asTopbl, 6bi10 215 cnyuvaes [21], B 1990 r. — 423,
BKIIOYas 3KCTpaHoAanbHble nopamenus [24]. C 1990 r.
YNOMUWHaHWA 0 PErnCTPEe HET, HO MOCTEMNEHHO HaKanm-
BalOTCH ONWUCaHUA CllyyaeB Unv cepui crnydaes 3abone-
BaHWA B niuTepaType.

K HacTosiluemy MoMeHTy 6a3a PubMed npu doopmy-
nupoeke 3anpoca ‘Rosai-Dorfman” Bbinaet okono 1400
CTaTen, BblWeAwmx HaunHasa ¢ 1976 r., u3 Hux nonosuHa
onybnukosaHbl 3a nocneaHue 10 net. ExxerogHo konunye-
CTBO NybrMKaLmniA yBENIMUMBAETCS Ha HECKOMbKO CTaTew.
B 2020 r. 3apernctpmpoBaHO UX MakCHMarbHOe Konmue-
ctBo — 109. MNMybnvkaumMm MOXHO BCTPETUTb B XypHanax
MO XMPYPruu, S3HOOKPUHOMOMMU, KOKHBIM 3aboneBaHusaM,
PEHTIeHOMOrMK U Iip.

B 2016 r. M'mcTroumTapHbiM obuiecteoM (Histiocyte
Society) npeanoskeHa HoBas KnacCcUdOUKaLMA MUCTUOLN-
TapHbix 3abonesanuit [25]. BP[l B 3T0i Knaccudmkaumum
OTHOCMKTCA K rpynne R rucTmoumTos30B, N30NMpoBaHHas
KoHas doopma — K rpynne C.

Knaccudpmkaumna cobecteeHHo BPL (pucyHok 6)
HOCMUT OonucaTerbHbIA XapaKTep U He ABMSETCSH OCHOBOM
ANA onpefeneHns NporHo3a unu esibopa Tepanuu.

B 2018 r. no pesynbtatam 32-i exXerogHoM BCTPeun
McTuouuTapHoro obLyecTsa, coCTosBLUENCS B OKTABpe
2016 r., B skypHane Blood 6b1m onybrmkoBaHbl peko-
MeHOaLmMmM No amarHocTuke 1 Tepanuu bPI [3]. B pabote
MOAYEPKMBAETCA, UYTO KPYMHblE MPOCMNEKTUBHBIE UCCHE-
poBaHusA no BPI oTcyTCTBYIOT.

K HacToswemy MmomeHTy Ha nopTane Clinical trials
3aperncTpupoBaHo 3 NPOCNEKTUBHbLIX UCCNEA0BaHUSA,
KacatoLmxcs BPL: peructpaumnonHoe (International Rare
Histiocytic Disorders Registry, IRHDR) [26], uccrnego-

PucyHok 6

BaHWe apheKTUBHOCTH KobBMeTUHMOa (BbicOKOCENeK-
TWBHbIA annoCTEpPUUYECKUit UHrMBUTOp KnHas MEK1/2)
npy pedpakTEPHOM TEYEHWUU Pa3NUYHbIX BapuvaHTOB
rucTmounTosa (Cobimetinib in Refractory Langerhans
Cell Histiocytosis (LCH), and Other Histiocytic
Disorders) [23] v n3yueHune namMsaTH, MbILLTIEHNSA U BU3Y-
anu3aumu rosloBHOr0 Mo3ra y B3pOCSIbIX MaLMEHTOB C
ructvoumtosamu (A Study of Memory, Thinking, and
Brain Imaging in Adults With Histiocytosis) [27]. OkoH-
YyaHWe permcTpaumoHHOro UCCrNenoBaHus NaHUpyeTCs
B2024r.

Ha ocHoBaHuM aHanusa nybnukauunii MOXKHO
COCTaBUTb 0006LLEHHBINM «NOpPTpPeT» 3aboneBaHusi, HO
MPMBbIYHOW 4NA remMaTtonora cTpaTudmKaumy Ha rpynnbl
pucKa, nossonsioLlen obocHoBaHHO BbIbpaTh Tepa-
NMeBTUYECKMIN NOAXOM, NOKa He cyulecTeyeT. B peko-
MeHpaumsx 2018 r. cmeumanbHO yKa3aHo, UTo CTEMEHb
LOCTOBEPHOCTU He MOKET BbITb NpUBELEHA N3-33 HEMHO-
FOYMCIEHHOCTU M Pa3po3HeHHOCTH nybnukauwin. Het
06LLIeNpPUHATOro CTaaMpoBaHus (BbIAenaeTcs TOMbKO
M30MMpPOBaHHasA KoXHast hopMa, OTHECEHHAs K Lpyrom
rpynne rmcTUOLMTO30B, HEMENM OCTasbHble (DOPMbI), HE
BbIIBMEHbl (haKTOPbl PUCKa Mporpeccum unu pedopak-
TepHOro TeueHus. bonbwnHcTBO 0bobLLaLWmMX cTaTen
HanucaHbl Ha PETPOCMEKTUBHbLIX MaTepuanax v aHanmse
HaKOMMEHHbIX B pPasHbIX KMMHKUKaxX cfyyaes. Hu Hauwmo-
HanbHbIX, HA MEXOYHAPOLHbIX Py MO NPOCNEKTUBHOMY
dhopmupoBaHuio npoTokosnos Tepanuu bPI He cdopmu-
poBanoch.

Onsa Bpava npakTuyecku nobon cneunanbHOCTM
rucTonormyeckmin gnarHos BP[L MoxeT okasaTbcA
HeOoUaHHbIM, Tak Kak 3aboneBaHue BcTpevaeTcs

CxeMaTuueckas knaccudpukauus BPL, npennoskeHHas Histiocyte Society [25]
IOPA — ioBeHMbHBIN peBMaTonaHbIn apTpuT, BUY — BUupyc nmMMyHopedmumta yenoseka

Figure 6

A schematic classification of Rosai-Dorfman disease (RDD) proposed by the Histiocyte Society [25]
AIHA — autoimmune hemolytic anemia; ALPS — autoimmune lymphoproliferative syndrome; SLE — systemic lupus erythematosus; JRA — juve-

nile rheumatoid arthritis; HIV — human immunodeficiency virus
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KJIMHUYECKWUE HABJIIOOEHUA

OOCTATOYHO PeAKo, He MMeeT MaTOrHOMOHWYHbIX
npu3HaKoB, HeobsA3aTenbHO COMPOBOXAAETCA CUCTEM-
HbIMW CMMMNTOMaMMU U KpalHe MHOroobpasHo B CBOWX
npossnernax. K npakTuKyloweMy remMaTonory yatue
BCero obpaTuTca uNu MauueHT C YyBESIMYEHHbIMM
LUEMNHbIMU NMMPaTUYECKMMM y3MaMU, KOrAa B NEPBYIO
ouepenp byneT 3anogospeH numdoonponndpepaTMBHbIN
MPOLIECC, UMM C Y¥Ke YCTaHOBMEHHbIM MMCTOSIOMMYECKUM
OMarHo3oM Mnpw NopaskeHun HenMAIOMAHbIX OPraHoB.

CornacHo pekomeHpaumsam 2018 r., obcneposaHue
nauveHTa C BnepBble BbisiBNEHHOW BP[ nonkHO BKio-
yaTb B cebs oLEeHKy pacnpoCTPaHEHHOCTU mpouecca u
UCKJITIOYEHNE COCTOSIHUIM, C KOTOPbLIMU MOXET BbITb acco-
uMnpoBaHo 3aboneBaHue, B NepByl0 oYepedb ayToOMM-
MYHHbIX M 3/T0KauecTBeHHbIX npoLeccos [3].

Mpn cbope aHamHesa Heobxopumo obpa-
TUTb BHMMaHWE Ha HanMuyne CUCTEMHbIX CMMMTOMOB
(nuxopagka, HOuHaa MOTNMBOCTbL, NOTeps Beca,
cnabocTb). Heo6x0aMMO YTOUHUTL CEMENHbI aHaMHESs:
POLCTBEHHblE OTHOLLEHWUA MEeKAY POAWUTENAMU, ayTo-
UMMYHHble 3aboneBaHus y poauTenei u cubnuHros,
HanMune pOACTBEHHWKOB C MMMYHOAEUUUTHBLIMU
COCTOAHMAMM (MHIDEKLMOHHbIE 3aboneBaHuns, cMepTb
B paHHEM BO3pacTe) UnW 3MoKavecTBeHHbIMK 3abose-
BaHUAMM. [TOMMMO PYTUHHBIX MPOLERyp neguaTpuye-
CKOro/TepaneBTMUYeCcKoro 0cMoTpa HeobX0AMMO OLEHUTbL
COCTOSIHWE BCEW NMOBEPXHOCTM KOXM, BCEX IPynn nepu-

Tabnuua 1

dheprueckmx NMMoy3noB, Takke 06paTUTb BHUMaHNe
Ha MpWU3HaKKW, KOTOPbIE MOMYT YKa3sbiBaTb Ha CEMENHYIO
chopmy BPI.

[na oueHkM pacnpocTpaHeHHOCTW npouecca
Hambornee paunoHanbHbIM NPEACTaBNSAETCA NPOBEAEHNE
N3T/KT ¢ BF-®I B penMe «0T MaKyLIKK L0 CTOM>,
MOCKOJIbKY 3TO MCCRefoBaHMe Mo3BONseT OQHOMO-
MEHTHO OLEHUTb HafiMune o4aroB MOPa)KeHUsi BO BCEX
opraHax u TkaHsix [28]. Mpu oBHapyskeHWn naTonornye-
CKOM MeTabonMUYeCcKon akKTMBHOCTU MOKET NOHagobuTbCs
npvLenbHOe UCCefoBaHNe 04aroBs, HanpuMep MarHuT-
HO-pe30HaHCHast ToMorpadust KOCTe.

PekoMeHpaummn no nabopaTopHbIM UCCEN0BaHNUAM
npencTaeneHbl B Tabmmye 1.

Kak ckasaHo Bbllle, EANHOr0 TepaneBTUYECKOro
nopxopga npu bP[ He paspaboTtaHo. bonblnHCTBO
uccnepoBaTenen eauHol B ToM, uto B 40-50% cnyuyaes
MOKanbHOro TeueHus npouecca 3abonesaHne perpec-
CMPYET CaMOCTOATENbHO MMM HE PELMAMBUPYET Mocne
XuMpypruyeckoro ynanenvs [2], ogHako Kk HacTosLeMy
MOMEHTY HEBO3MOXKHO BbILENMUTL KaknMe-nnbo nporHo-
CTUYecKMe daKTopbl, KoTopble Mornu Bbl yKasbl-
BaTb Ha BEPOATHOCTb CMOHTAHHOIO Pa3peLUueHns umm
MPOrpeccun, a Takke JOMyCTUMbIe CPOKM HabniogeHus
[0 Hayara fekapCTBEHHOM Tepanuu.

B tabnmue 2 npencTaBneHbl NPennoMeHHbIe KOHCEeH-
CYCOM pekoMeHfaummn no Tepanuu BPI B 3aBUCHMMOCTH

NabopaTopHble UCCefoBaHWs npu nepeuyHo BeisereHHoit BPL (no Consensus recommendations for the diagnosis
and clinical management of Rosai-Dorfman—Destombes disease [3])

Table 1

Recommendations on laboratory testing in patients diagnosed with primary RDD (according to the Consensus
recommendations for the diagnosis and clinical management of Rosai-Dorfman—-Destombes disease [3])

WUccnepoBanune
Test

MpumMevaHuns
Notes

06wwmit aHanu3 kpoem ¢ AndcbepeHLManbHbIM MOLCYETOM JIEMKOLIMTOB, CKOPOCTb

oceflaHnA 3PUTPOLIMTOB
Complete blood count with differential, erythrocyte sedimentation rate

VIMMyHOrnobynuHbl CbIBOPOTKM
Serum immunoglobulins

MaHenb AINMC, AH®, PP, HLA-B27
ALPS panel, ANA, RF, HLA-B27

Ecnu ecTb ocHoBaHWs npeanonaratb ayTOMMMYHHOE
3abonesaHune
If autoimmune disease is suspected

BroxumMus KpoBw: coyHKLIMS MEYEHU, MOYEK, MoYeBas KUCMOoTa,
naKTaTaerugporeHasa

Complete metabolic panel, coagulation parameters, uric acid, lactate dehydrogenase

Koarynorpamma
Coagulogram

Mpoba KyMbea, rantornobuH, peTvkynouuTbl
Coombs test, haptoglobin, reticulocyte count

|_|pl/| Hannmynm aHeMuun
Patients with anemia

CekBeHVpoBaHve bronTaTa, MOUCK MyTauuii B CUrHanbHbIX nyTsx RAF-RAS—

MEK-ERK (KRAS, MAP2K1)

Next-generation sequencing of lesional tissue for mutations in the RAF-RAS-MEK-ERK

pathway (KRAS, MAP2K1)

[ovCK MULLIEHN [Nsi TApPreTHOM Tepanuu B TAXENbIX U
pechpaKTepHbIX Cryyasx
Targeted capturing in severe or refractory cases

KocTHOMO3roBas nyHKLus
Bone marrow aspiration/biopsy

py HanNMuMKM LMTONEHUN UNK HapYLLEHUAX B (DOPMYFie KPOBU
In case of cytopenia or abnormal peripheral blood smear

JTombanbHas nyHKuUmMA
Lumbar puncture

[lns oyaroB B rofloBHOM MO3re, HeOCTYMHbIX AN bruoncuw;
Ha BP[l ykasbiBaeT n1eounTos ¢ BUAUMbIM 3MNEepuononie3oM
For brain lesions inaccessible for biopsy; CSF pleocytosis with
emperipolesis visible upon cytologic examination is indicative of RDD

Wcecnenosanne 6uonTata Ha PDGFRa/B 1 c-Kit
Check lesional tissue for PDGFRo,/B and c-Kit

MccnepoBaHve repMyHanbHbIx MyTauuin B SLC29A3
Germline mutations in SLC29A3

lMpumeyvanne. AH® — aHTUHyKIeapHbili hakTop, P® — peBMaToMaHbIA (haKTop.

Notes. ANF —antinuclear factor; RF — rheumatoid factor.

Ecnu npegnonaraetcs cemeiHas dopma
If familial RDD is suspected
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Tabnuua 2
PekomeHpaumu no Tepanuu BPL (no Consensus recommendations for the diagnosis and clinical management of
Rosai-Dorfman-Destombes disease [3])

Table 2

RDD treatment recommendations (according to the Consensus recommendations for the diagnosis and clinical management
of Rosai-Dorfman-Destombes disease [3])

BapuaHT Tepanuu Pexum, nosbl MokasaHus KoMMmeHTapuu
Treatment Dose, schedule Indications Comments
1 2 3 4
HeocnoxHeHHoe yBenuueHne
MMdaTUYECKNX Y3I10B.
BeccuMnToMHas KoskHas BPI. B03MOHO NMp1 HanNMuMM MUHUMAILHOTO
HabnioneHve [MoHOCTBIO YAANEHHbIN €ANHCTBEHHbIN O4Yar OCTaTKa Mnocrie XMpypruyeckon pesexLum

Observation

Uncomplicated adenopathy.
Asymptomatic cutaneous RDD.
Postoperatively in case of resected unifocal
disease

Consider for lesions with minimal residual disease
after surgery

KopTtukocTepouabl
Corticosteroids

MpenHn3onon 40—70 Mr unn
1 Mr/Kr/cyT ¢ nocTeneHHbIM
CHUXKEHMEM [03bl.
[lekcameTasoH 8-20 mr/cyT
C MOCTEMEHHbIM CHUMKEHWEM
[03bl
Prednisone 40-70 mg or 1 mg/
kg per d followed by tapering.
Dexamethasone 8-20 mg per d
followed by tapering

[MopaskeHne nuMdraTMyeckoro yana unm
KOXMU, CONpOBOXAaloLLieeca KakuMu-
nmbo cumnToMamu.
HepeseumpyeMoe WUnn MHoroo4aroesoe
SKCTpaHofdasibHoe nopaxexHue
Symptomatic nodal or cutaneous disease.
Nonresectable or multifocal extranodal
disease requiring systemic treatment

poponskMTeNbHOCTb OTBETA HA JleYeHne
HeunsBeCTHa.

OnTuManbHasa NPOAOIHKUTENBHOCTb Tepanum
HEens3BeCTHa, BO3MOXHbI paHH1e peLnamBbl.
Mocne Tepanuu cteponaaMn paccMoTpeTb

BO3MOXHOCTb NPUMEHeHWA Opyrux npenapaTos
Responses are unpredictable in duration.
The optimal duration of treatment is unknown, early
relapses are registered.
After successful steroid treatment: consider second-
line agents to maintain response

Pesekuus
Surgical resection

EAVHWYHBIN 9KCTpaHo#anbHbIN ovar.
WHTpakpaH1anbHoe, MHTpacnuHanbHoe
NOpakeHne, NPoLIecc B nasyxax unm B

[ibIXaTenbHbIX MyTAX
Unifocal extranodal disease.
Cranial, spinal, sinus, or airway disease

B03MOKHbI MECTHbIE peunamBebl, 4N KOTOPbIX
noTpebyeTcs cucTeMHas Tepanus
Local recurrences can occur, in which case systemic
treatment should be considered

Cuponumyc
Sirolimus

2,5 Mr/m?/cyT Ha 18 Mec
C NOCTErNeHHbIM CHUKEHEM
3a 6 Mec
2.5 mg/m? per d for 18 mo,
then tapering over 6 mo

LlenecoobpasHo npu BEP[l, accouunpoBaHHoM
c AInc
Reasonable first choice in ALPS-related RDD

PedbpakTepHbIn npouecc,
COTMPOBOXAAIOLLIMINCH KaKUMU-
nmbo cumnTomMamu, obpasoBaHus,
HEeOCTYMHble A1 pe3eKumm,

PeskuM hpaKLMOHMPOBaHUs He paspaboTaH.
MoskeT paccMaTpuBaTbCA Kak afbloBaHTHas
Tepanusi nocrie yAaneH!st MHTpaKpaHUasbHbIX

Jlyuesas Tepanus 30-50 I'p peunanBMpoBaBLLIYE MOCce pe3ekLnu, WUNW MHTPaCcMMHanNbHbIX NPOLIECCOB C
Radiotherapy 30-50 Gy UIN NPy NMPOTMBOMNOKa3aHUAX K OCTaTOYHbIM HEMACCHBHbIM 0bpasoBaH1eM
CUCTEMHOM Tepanuu No established fractionation schedule. Can also be
Refractory or symptomatic disease not considered as adjuvant treatment after the resection
amenable to resection, recurrent disease  of cranial or spinal lesions with residual but not bulky
after resection, or contraindications to disease
systemic therapy
XumnoTtepanus
Chemotherapy
2
55Mr/|~1 /cyT B TeueHune Tsenoe AMCCEMUHMPOBAHHOE Wi MOMET BbIZbIBATS MUEAOCYNPECCHID C
KnagpubuH [IHen ¢ MHTepBarnom pedbpakTepHoe TeueHue. .
ip o COOTBETCTBYIOLLIMM PUCKOM UHODEKLIMI
Cladribine B 28 [Heil, BCEro 6 UMKIOB I'Io_pa)KeHVle LHC Can cause myelosuppression with associated
5 mg/m? per d for 5 d, every 28 Severe, disseminated, or refractory disease. [
d for up to 6 cycles CNS involvement
LlenecoobpasHo B KauecTBe NMOAAEPKMBAIOLLIEN
MeToTpekcaT 20 Mr/M2 1 pas B Hepenio MHoroouyaroBoe, KOXHO€ NnopasxeHne Tepanuu nocne pesekuun. OnTuManbHas
Methotrexate 20 mg/m? per wk v nopasetue LIHC MPOAOSIKUTENBHOCTb HEM3BECTHA

Multifocal, skin, or CNS disease

Reasonable as maintenance therapy after surgery or
steroids. The optimal duration is unknown

6-MT1 + MeTOTpekcat

6-mercaptopurine +
methotrexate

50 Mr/m?/cyT + 20 Mr/m?
1 pas B Hegenio
50 mg/m? per d +
20 mg/m? per wk

Ankanouabl bapBrHKa

Vinca alkaloids

CTtaHpapTHble JO3MPOBKY,
BUHO6MACTWH 0BbIYHO
B COYETaHUn C
npeaHn30s10HOM
Standard doses, vinblastine
usually combined with
prednisone

[poAoMKMTENBHOCTL TEpanuu 1 CTENEHb
oTBeTa He yCTaHOBIEHbI
Variable responses, the optimal duration is unknown

MMMyHoTepanus
Immunomodulatory

OnTMManbHas ANMTENbHOCTb U CTENEHb OTBETA
He YCTaHOBJIEHbI.

Tanupomup, 50-300 Mr B fieHb PecbpakTepHble KOXHbIE MOPaXXeHUs BO3MOXHbI KOMKHbIE BbIChINaHWS, HeNponaTus
Thalidomide 50-300 mg per d Refractory cutaneous form The optimal dose and duration are unknown
Variable responses
Toxicities include skin rash and neuropathy
BosmoxHa Muenocynpeccus. KoxHble
NeHanuoomua Hem3BecTHo PechpaKTepHoe TeueHne CEeHInETRTED (4 ISl DI RS, Q) )T
Lenalidomide Unknown Refractory disease NPUMEHEHUM Tamaomuna

Myelosuppressive but neuropathy and skin rash are
less severe than in patients treated with thalidomide
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KJIMHUYECKWUE HABJIIOOEHUA

1 2

4

500 Mr/m? ¢ uHTEpBasnom
1-2 Hep, 2—6 UMKIOB,

PecbpakTtepHoe TeuyeHve unm coueTaHme

MexaHn3M LeNCTBUS HEACEH.

PUTYKCUMaG BO3MOKHO, B COYETaHWUU C C ayTOMMMYHHBIMM MpOLIECCaMA [lokyMeHT1pOBaHbI CilyYan OTCYTCTBUS OTBETa
Rituximab Xumuorepanven Refractory nodal and immune-related .\ peunnneos
500 mg/m? per dose every 1 Teerae The mechanism of action is not well understood.
or 2 wk for 2-6 cycles — alone There are reports of refractory or relapsed disease
or with chemotherapy
OTBET MOXKET bbITb pas3nnyHbIM. Bo3MoskHo,
T 400-600 mr/cyT PechpakTepHoe TeueHMe/peLnans achdpekTvBeH Tonbko B PDGFRo/B-nosuTuBHbIX
o B TeueHue 7 Mec : cnyvasx
Imatinib 400~600 mg per d for 7 mo Refractory/relapsed disease VTR RGeS
May work only in PDGFRa/B* cases
KnuHunueckue nccnepoBaHus
Clinical trials
KobumeTnHno Ha aTane uccrenosanms PechpakTepHoe TeueHne qujg*\fg”cgi: P&%E?’;giﬁ‘gig&ﬁ‘E'r"ggt_n:'sr?tTgfpa
Cobimetinib Per trial guidelines Refractory disease BT e S G IR Wi Grl ST
2
22 :;é'; (/:CVYJTE T::ﬁ:se TﬂmengsbngigeeM:;:ggzg::ge 4l MwuenoTokcnueH. Bbicokas cCTOMMOCTb.
KnocpapabuH B 28 nHel Bceropé e~ P I'Ipo am%Hme LIHC ’ [poponskaloTcst NPOCNEKTUBHbIE UCCeA0BaHNA
Clofarabine Aneu, u p Myelosuppressive and expensive. Ongoing

28 d for 6 cycles

Notes. CNS - central nervous system

OT BO3MOMHOCTU XUPYPrUUECKOr0 YLaneHus, noKanm-
3aLuMmW nopaskeHus v opyrux cpaxktopos [3].

OnucaHHbIM B faHHOM paboTe crnyvait — pegkoe Ans
LeTcKoro Bo3pacTa TeueHue bP[l ¢ coueTaHnem Hopganb-
HOrO ¥ 3KCTPaAHOLANbHOMO NMOPAXKEHUA C NTOKanu3aLmnen
B MOLKOXHOW KIeTyaTKe, KOCTAX M cenesenke. o knac-
cudpukaumm BP cnyyai oTHocUTCA K cnopafuyeckow
3KCTPaHopanbHON hopMe, MOCKOJIbKY OTCYTCTBYIOT
yKa3aHusa Ha ceMelHylo d)OpMy, a MPWU3HaKOB APYrux
CUCTEMHBIX UM ayTOMMMYHHbIX 3aboneBaHui bonee yeM
3a 5 net HabnogeHns 3a pebeHKoM He NosBUNOCh.

KpaliHe Ba)HOM B yCTaHOBIEHWM CTEMEHW pacnpo-
cTpaHeHHocTM 3abonesaHusa okasanacb M3T/KT ¢
BF-d[I", no3BonMBLIas BbIABUTb abconioTHO Beccum-
NMTOMHOE MOpasKeHWe KOCTeWN M Cefle3eHKN U ovaru B
MACKUX TKaHSX, He OnpepensBLUMecs npu ocMoTpe. B
panbHevwem MIT-KT Takke okasanacbk appekTMBHOM
B KauyeCTBe MeTofa OLieHKM 0TBETA Ha Teparnuio.

HeobxomMMOCTb CUCTEMHOMO JIeYEHWSI BO3HMKIA B
CBA3M C nporpeccuei 3abonesaHnsa nocne xupypruye-
CKoW caHauuu. lpu nepBoHayanbHOM Bbibope Tepanum
(umknodpocdpaH + BUHKPUCTUH + MPEOHWU30SIOH) Mbl PYKO-
BOACTBOBaNUCb HeobxoanMocTbio n3bpaTb HavMeHee
TOKCMYHbI C y4eTOM Bo3pacTa pebeHka (MeHee 4 neT),
HO AOCTaTOYHO MHTEHCMBHbIA KYPC NEYEHUS, ONHAKO OH
oKa3zascs HeadhpeKTUBHbIM. [IpuMeHeHne KnagpubuHa
MO3BOMUIIO COKPaTUTb 06bEeM MopaxkeHus, a nonHas u
LNvTenbHas perpeccus oyaroB bbina AOCTUIHYTa Ha
Tepanuu 6-MI1 n MeToTpekcaToM. [TOCKOMbKY pekoMeH-
[auWi No ANUTENbHOCTM Tepanuu He paspaboTaHo, npu
OTMEHE NEYEHMsI Mbl PYKOBOACTBOBAMMCH AOCTUNEHUEM
MofHOro perpecca 3abonesaHns 1 OTCYTCTBMEM peaKTu-
BaLMu B TeueHwue 6 Mec.

25 mg/m? per d for 5 d, every  Severe, disseminated, or refractory disease.
CNS involvement

prospective studies

3AKITIOMEHUME

BPL — MHoronukoe 3aboneesaHne, KOTOPOE MONKET
BbITb BepMdULMPOBAHO TOMbKO Ha OCHOBaHWUWU FUCTO-
NOrMYECKOro MCCNefoBaHUA MOPaXeHHOW TKaHMW.
[MocKoNbKy CMEKTP BO3MOMKHOM JIOKanM3auun O0YeHb
LUMPOK M 0XBaTbIBAET NMPAKTUYECKN BCE TKAHW U OpraHbl,
C 3TON NaTONOrMen MOKET CTOSNKHYTbCS Bpay Noboin
cneumanbHocTU. BaxHo NOMHUTL 0 HeobxoguMocTu
rMCTONOrNYECKON BepuUdUKaLMN HEACHBIX 0YaroBbIX
MopasKeHUn ¢ MoMoLLblo OTKpbITON Buoncuu. B nnaH
nepBrYHOro obcnenoBaHWs NauMeHTa C NOLTBEPIKIEHHON
BPL pekomeHpyetcs Brnioyath MIAT/KT ¢ ¥F-®O ans
BbISIBfIeHNs1 BECCUMNTOMHBIX 04aroB. TepaneBTUYecKune
ONuUMK, ECNN CUCTEMHOE NIEYEHNE OKa3blBaeTCA Heob-
XOAMMBIM, OCTATOYHO pa3Ho0BpasHbl, 8 OTHOCUTENBHO
Me[neHHoe TeueHne 3aboneBaHns NO3BONAET CMEHWUTb
neyebHylo TaKTUKY, €CIM OTBET Ha NEPBUYHO BbIBpPaHHYIO
Tepanuio HeQOoCTaTOYEH.

NCTOYHUK PUHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAUNM OTCYTCTBUE KOHC(DNIMKTA WHTEPECOB, O
KOTOPOM HeobxoanMo CoobLLNTb.
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