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Pesiome

TMcTrouMTapHbIE ONYXONU — FeTePOreHHas rpynna pefKknx 3ab0oneBaHNi, XapakTepusyto-
wuxca nponudepaumen KNeTok rmcTmounTapHo-mMmakpodaranbHON CUCTEMbI B Pa3fIMUHbIX
opraHax C nocsiefywmnm nx noBpexxgeHmem n aucdyHkumen. OBCYyKOalTCsa peakTuBs-
HbI 1 HEOMJIACTUYECKNIA MATOreHe3 rMMCcTUOLMUTO30B, NMaTOreHeTUYECKNE MEXaHN3Mbl 1X
BO3HVKHOBeHWs. [TprBefieHbl COBPEMEHHbIE KITMHUYECKME KnaccubuKaLmn.

OnvicaHbl ABa KNMHUYECKUX Cllyyasi TMCTUOLIMTO30B: JTaHFePraHCOKIETOUYHDBIN 1 HEMaHrep-
raHCOKNETOUHbIN. MpriBefeHbl 0COBEHHOCTU KIMHUKN, AUATHOCTUKIN U anddepeHLmanb-
HOW JMarHoCTUKL. Y MaLMEeHTOK OTMeYascs JIOKaIM30BaHHbIV XapakTep 3aboneBaHuns, xa-
paKTepusyLWNnCca HecneympuUeckon KIIMHNYECKON KapTUHOWN 1 JOO6pOKauyeCTBEHHbIM
TeueHvieMm. [InarHo3 NoATBEPKAANCA AEPMATOCKOMNNYECKM 1 TUCTONOrMYecku. B kauectse
TepaneBTUYECKMX CPEACTB NMPUMEHSANINCD TOMUYECKME KOPTUKOCTEPOUAbI U TONNYecKme
WHIMOMTOPbI KaNbLVHEBPUHA.

KnioueBble cnoBa: rmcTMOLMTO3 JlaHTE€PraHCOKJIETOUHDBIN, HENaHrepPraHCOKNIETOUHbIN,
rMCTMOLWTBI, MATOMOPdONornyeckas aAnarHoCTrKa, AepMaTocKonus
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Abstract

Histiocytic tumors are a heterogeneous group of rare diseases characterized by the
proliferation of cells of the histiocytic-macrophage system in various organs with
subsequent damage and dysfunction. Reactive and neoplastic pathogenesis of
histiocytosis, pathogenetic mechanisms of their occurrence are discussed. Modern clinical
classifications are given.

Two clinical cases of histiocytosis are described: Langerhans cell and non-Langerhans
cell. Features of the clinical picture, diagnostics and differential diagnostics are given.
The patients had a localized nature of the disease, characterized by a non-specific
clinical picture and a benign course. The diagnosis was confirmed dermatoscopically
and histologically. Topical corticosteroids and topical calcineurin inhibitors were used as
therapeutic agents.

Keywords: langerhans cell histiocytosis, non-langerhans cell histiocytosis, histiocytes,
pathomorphological diagnostics, dermatoscopy

B BBEJEHWUE

MMcTrounTapHble nponudepaTBHbIE 3a601eBaHUA, NN TMCTUOLUTO3bI, MPeacTaBa-
0T COBOI reTeporeHHyo rpynny peakux 3abonesaHunin, 06yCnIOBAEHHbIX NAaTONOMMYECKON
nponudepaumen Makpodparos, AEHAPUTHBIX KNETOK UM KNETOK, MPONCXOAALLMX 13 MO-
HOLMTOB, B Pa3/INYHbIX TKAHAX N OpraHax feTel 1 B3pOCblIX.

TMCTOUMTBI — 3TO TKaHeBble aHTUreHMNpe3eHTMpYyWMe 1 darounTmpylowmne KneTku
UMMYHHOW CUCTeMbI: KNeTKK JlaHrepraHca, Makpodarn/MoHOLUTDI, AEHAPUTHbIE KNeTKM
(MrienovgHble 1 NnasMauuTonAaHbIe).

MaToreHe3 rMCcTMOLMUTO30B OCTaeTCA Hen3BecTHbIM. Cpean BO3MOXHbIX MPUYMH pac-
CMaTpUBalOTCA reHeTnyeckme dakTopbl, MHOEKLUMOHHbIe areHTbl (0COGEHHO BUPYCHI),
HapylweHne GYHKLUM KNETOYHOFO M FyMOPanbHOroO 3BeHa MMMYHHOWN cucTeMbl. Takxe
0b6CcyXaeTcsa peakTUBHAA U HeonnacTMyeckasa rmnoTesbl BO3HUKHOBEHUA MMCTUOLMTOB.
XoTA KNoHanbHOCTb Bblia MPOAEMOHCTPUPOBaHa Npwu Bcex popmax 3abonesaHus, 3TO He
03HayaeT, YTo NPOLLECC ABMAETCA 3/10KaYeCTBEHHbIM. B MONb3y peakT!BHON rmnoTesbl ro-
BOPAT criepytowne GakTbl: KNeTkn JlaHrepraHca BblcokoandpepeHLMpoBaHHbI, FTMCTOMO-
MMYecKn rpaHyrieMaTo3Hble MOPaXKeHNA MOXOXM Ha Habnogaemble NPU UHGEKLMAX UK
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peakunax Ha UHOPOAHOeE TeNo, MOPaXXeHWA MOTyT CMOHTaHHO perpeccupoBaTb. C Apyron
CTOPOHBI, B NOJIb3y K/IOHANIbHOrO HEOMIacTUYECKOro NMPOUCXOXKAEHNA MMCTUOLUTO308B
CBUAETENbCTBYIOT KOCTHOMO3rOBOE MPOUCXOXAEHME U KNOHaNbHOCTb KIeTOK, HecTa-
O6UNBHOCTb XPOMOCOM, COMYTCTBYIOLLME MUENTIOANCMNIACTUYECKE HapYLUEHNA KOCTHOrO
mosra [1].
MpepnoxeHbl cnepytoLime 3Tanbl naToreHesa:
1) BUPYC MHMLMUPYET aKTMBALMIO TMCTUOLMNTOB;
2) VIMMYyHOMOTrMYecKme MexaH13Mbl 3amnycKatloT naTosiornyeckue naMmeHeHus deHoTuna
rMCTUOLNTOB;
3) UMTOKMH-ONOCPEefOBaHHbIN Kackag NpBOANT K rMcTUoumTosy [2].

Taknm obpa3om, Nprpoaa rMcTMOLMTO308B, ONyXONeBas UMM peakTUBHasA, [0 CUX NOpP
O[HO3HAYHO He onpepesieHa U BbIACHAETCA MHAMBUAYANbHO B Ka)KOAOM KOHKPETHOM
cnyvae.

MmcTrounTo3bl: Knaccudpukauma BO3 1997 1. [3, 41

rMcTnoumnTo3 Knetok Jlanrepraxca (FKJ1);

Apyron rmctmoumnTos (He knetok JlanrepraHca) (HJ1KT);

CEMENHBIN 1 PeaKTUBHbIN MMMPOrMCTUOLMTO3;

IOBEHUJIbHAA KCAHTOrPaHynema;

PETUKYNOrMCTUOLUTOMS;

3/10KayeCTBEeHHbIe TMCTUOLUTO3bI.

Ha ocHOBaHMW KNMHUYECKMX, PEHTTEHONTOMMYECKNX, TMCTONOTMYECKIX, UMMYHONO-

YeCKMX, MONEeKyNAPHO-TeHeTUYeCKNX 0COBEeHHOCTEN NoABMMach HOBaA Knaccudukauma

CTOMb reTeporeHHol rpynnbl FUCTUOLMTAPHbIX 3aboneBaHuini. HoBaa knaccudbukauma

6bina BrepBble NpeactasneHa J.F. Emile n coast. B 2016 T.:

® L-rpynna (Langerhans) — 3aboneBaHus, poacTBeHHble MKJ1: naHrepraHCOKNETOUHbI
rMCTUOLMTO3, ONYXOMb U3 AEeHAPUTUYECKUX KIETOK HeyTouHeHHas, 6bonesHb dparei-

Ma — Yectepa (94B), cmewaHHbIn BapuaHT [KJ1/24B;
®  C-rpynna (Cutaneous) — KOXHble HeflaHrepraHCoKNeToUHble TMCTUOLUTO3bI, CeMeliHasA

KCaHTOrpaHynema, B TOM YMcsie loBeHUNbHas;
®  R-rpynna (Rosai-Dorfman) — 3a6oneBaHus, poacteeHHble 6one3Hun Posaun — JopdmaHa

(cnopagunyeckune, sKCTpaHoAanbHble, Knaccuyeckume);

M-rpynna (Malignant) — nepBUYHbIN/BTOPUYHbIN 3I0KaYeCTBEHHbIA MTMCTUOLNTO3;

H-rpynna (Hemophagocytic lymphohistiocytosis) — 3aboneBaHus, poacTBEHHbIE re-

ModarouuTapHoMy NMMMGOrmcTMoLnTO3Yy, CUHAPOM aKkTMBaLUMK Makpodaros. OfHako

no cBoum 6Gronornyeckm ocobeHHOCTAM fJaHHadA rpynna asnaetca Gopmow nepBrY-

Horo MMMyHogfedurLMTa 1 TakKe OTHOCUTCA K Fpynne MMMYHHbIX Au3perynauun [5].

LLinpoko ncnonb3lyemble paHee TepMUHbI (rpaHynemaTo3 13 KneTok JlaHrepraHca, 60-
nesHb XeHpa — Wionnepa - KpucueHa, 6onesHb AbTa - JleTtepepa — CnBe) B HacTosLiee
BpPeMsA Mpr3HaHbl YCTapeBLUMMU, TaK KaK 3TO pa3Hble KIMHUYeCK/e NPOosABAeHNA OQHOTo
naTonornyeckoro npotecca [3, 41.

XoTA TpaAnUMOHHaA TEPMUHOOMA MOXKET OblTb COXpPaHeHa, BaXkHee pa3nuyatb pop-
Mbl CUCTEMHOTO NOpaeHus, TpebdytLe CUCTEMHOTO JleueHuns, oT GOPM C JIOKaNM30BaH-
HbIMW MOPaXeHNAMU, KOTOPbIe MOXHO KYNnMpoBaTb MECTHbIMU CpeACcTBaMM UNv Habsto-
[aTb, Npeanonarad BO3MOXXHOCTb CaMOM3NIeYeHUs.
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TeueHue rMCTYOUMTO30B TPYAHO MPeAcKasyeMoe, HO Hamune MHOMXKECTBEHHbIX Mo-
paeHWnii 0ObIYHO yKa3blBaeT Ha HebMaronpUATHbIN NPOrHo3. PaHHee Havano (4o AByX-
NeTHero BO3pacTa), pacnpocTpaHeHHoe 3aboneBaHvie Y Hanuume OpraHHoOM HeAOCTaTOu-
HOCTU — TPU OCHOBHBbIX haKTopa HEGNAroNPUATHOTO NpPorHo3a [6].

B KJIMHWNYECKUNE CITYHAN

YunTblBas peaKkoCTb AaHHbIX 3a601eBaHUI, CIOXKHOCTb UX ANArHOCTUKN 1 gnddepeH-
UManbHON AMArHOCTUKKM, HEOAHO3HAUYHbIE MPOrHO3bl U MeToAbl Tepanuu, Mbl MPUBOANM
HalUW KNMHMYeCKre HabnoaeHUs rmcTMOLMTO30B — TAHFePraHCOKNETOYHOrO 1 HenaHrep-
raHCOKNETOYHOTO C JTIOKANIM30BaHHbIM MOPAXKEHNEM.

Cnyuan 1. MNaunenTka I, 57 neT, )anobbl Ha BbICbINaHUA Ha BOIOCUCTOW YacTU FOMO-
Bbl, FPYAU, CNNHe, CONpPOoBOXAatoLmecs 3ygom n 6onbto. Cumtaet cebsa 60n1bHON B Teye-
Hue 5 neT, Korga NoABMNach Cbifnb Ha ronose. Jleunnacb aMbynaTopHO U CTaLMOHAPHO C
pa3HbIMK AnarHosamm: cebopeHblin fepmMaTuT, CTPENTOAEPMUA, aCOECTOBUAHDIN LAl
Bupana, ncopmas, KpacHaa BonyaHka. Heckonbko mMecsLeB Ha3ag NOABMANCH BblCbiNaHWA
Ha cnuHe n rpyaun. beina rocnutanvsnposaHa ana obcnefoBaHUA U neyYeHns ¢ NpPeanono-
XNTeNbHbIM [MarHo30M «KpacHas BonyaHKa 1 ceboperiHas ny3bipyatkar. CTpagaeT Heca-
XapHbIM anabetom c 30-neTHero Bo3pacta. [1o NoBogy HefOCTaTOYHOCTM HAaAMOYEYHMKOB
NOCTOAHHO NPUHUMAET 2,5 Mr NpeaHN30J10Ha.

MaTonornyecknii Npouecc nopaxaeT BOMOCKCTYIO YacTb FOJIOBbl U BEPXHIOK YacTb
cnuHbl 1 rpyan. MaTonornyeckue aneMeHTbl NpeACcTaBAeHbl Nanynamu, nanynoBe3nKyna-
MU, NMY3bIPAMM, OOLLIMPHBIMU CIMBAKLLMMACA 3PO3MAMM, PACMONIOKEHHBIMU Ha UHWNb-
TPUPOBAHHOM OCHOBAHWUWN. PO3UN MOKPbITbI XENTO-KOPUYHEBBIMX KOpPKamu, Mo nepu-
bepun — obpbIBKM anngepmmuca. Cumntom HMKONbCKOro oTpuuaTenbHblin. HGunbsTprpo-
BaHHble 6nAWKN 6e3 3p03niA MOKPLITbI FTMMEePKePaTOTUUYECKUMI YellyNKaMmn 1 KOpKaMu.
B LeHTpe pa3pelwatowmxca nHounsTpaToB MMeeTca aTpodua. AKAHTONIUTUYECKUE KNETKN
13 oyaroB He oGHapyeHbl (puc. 1).

Puc. 1. UnpunbTprnpoBaHHble 6nALWKY C Puc. 2. lepmaTocKonnyeckmn: KOpKo-yewymnkm
runepKepaToTUYeCKNMHN YellyilkaMu 1 KOpKaMi,  Ha B/4 ronoBbl

c oyarom atpoduu B LLleHTpe Fig. 2. Dermatoscopically: crusty scales on the
Fig. 1. Infiltrated plaques with hyperkeratotic upper part of the head

scales and crusts, with a focus of atrophy
in the center
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Mpun pepmatockonuu onpepenaTca OoNblIOe KOMNYECTBO YELIYNKO-KOPOK 1 Je-
CKBaMVPOBaHHbIN 3NUAepMnC B BMAe NIacToB (puUc. 2), 30Hbl GoKanbHON aTpuxmmu ¢ oT-
cyTcTBMEM QOMMKYNAPHBIX OTBEPCTUN (OaHHble U3MEHEHWA COOTBETCTBYIOT pybLIOBON
anoneuyum) (puc. 3).

MNMaTomopdonornyeckoe nccnepoBaHve: GparmMeHT KOXIK C Hannumem nog snmaepmu-
COM 0YaroBOro CKOMJIEHUA KNEeTOK TUNa rmMCcTUOLUTOB, NPU UMMYHOTUCTOXMMUYECKOM KC-
cneloBaHNM COOTBETCTBYIOLLMX NO peHoTUNy KneTkam JlaHrepraHca. [laHHadA ructorpam-
Ma MOXKeT HabnoaaTbcA NPU MMCTUOLMTO3e 13 KNeToK JlaHrepraHca.

Ha ocHoBaHWM aHaMHe3a, KNMHUYECKUX JaHHbIX, NaTOMOPdONOrnyeckoro nccnefoBa-
HMA OblN AMarHOCTUPOBAH JlaHrepraHCoOKNeTOUHbIN rmctuounTos (L-rpynna (Langerhans)
no knaccmoukauum 2016 roga [5]). MaumeHTka KoHcynbTpoBaHa B PHIL, oHkonorum un
MeAuLUMHCKON paguonorun um. H.H. AnekcaHgpoBa, rge nocne obcnefoBaHnA CUCTEM-
Hble NopakeHWA He BbIABUAW. [1NA JanbHeNnLwwero neyeHna nayMeHTKa HanpaeneHa K gep-
MaTosioram, KoTopble MPOBOAUNN HecneLnduyecKyto NPoTUBOBOCMANUTENBHYIO TEpanuio
(Tonnyeckme KOpPTUKOCTEPOMIbI), NPUAEPKUBAACD BbIXKNAATENbHON TAKTUKMN.

Cnyuan 2. NauneHTtka M., 73 roga, o6patunach ¢ »kanobamu Ha 06pa3oBaHKA Ha Koxe
6OKOBOW NOBEPXHOCTU HOCA, 163, NpaBoi Wwekun. Co C/I0B NaLMeHTKN, BbiCbiNaHma 6ecno-
KOAT OKOJO AABYX NneT. [loABNeHre BbICbINaHNN HUKAaKUMK CyObeKTUBHbBIMIY OLLYLLEHNAMM
He COMpOBOXKAANUCH.

Mpn ocmoTpe Ha Koxe 6OKOBOW MOBEPXHOCTM HOCa OTeYHas nanyna ¢ Gp1oneToBo-
KOpUYHEBbIM OTTEHKOM, UHMNbTPaumen 0,3-0,5 cm. Ha koxke nba 5 nanyn KpacHoBaTo-
XeNnTyLWHOro LBeTa ¢ bnecTALlel KOPOoUKol B LleHTpe pa3mepom okono 0,5 cm. Ha rpyanm
BO3BbILLAIOLWAACA Nanysa XeNToBaTo-PO30BOro LBeTa C NynkoobpasHbiM BAaBeHEM B
LeHTpe.

[epmaTockonuyeckana KapTuMHA XapaKTepu3yeTcAa LEeHTPanbHOW MenTo-OpaHeBow
06nacTbto, B KOTOPOW BULHbI G1eJHO-KeNTble OTNIOXKEHNA, AUCKPETHaA NMUITMEeHTHas CeTb,
GenecoBaTble IMHUN 1 TOHKME BETBALUMECA COCYAbl, Nepudepuyeckme nuHelHble Tene-
aHrnsKTasmm (puc. 6).

Ha ocHOBaHMM KNMHMYECKUX AaHHbIX Obln 3anofo3peH pacnpoCTPaHeHHbI MeKo-
Y3€eMKOBbI CapKOMA03 KOXM. PeKoMeH0BaHbI BbIMOMHEHME AnarHoctuyeckom broncum
N KOHCYNbTaLuMA NyfbMOHOMOra.

MaTomopdonornyeckoe nccnefoBaHve: GparMeHT KOXK, B KOTOPOM Ha GpoHe 3nacTo-
33, HanuumsA Knewwet Demodex B HEKOTOPbIX BONOCAHbIX GonnmKynax ¢ AsneHnamm don-
NUKYNNTa, B fepMe onpefenaeTca KCaHTorpaHyneMaTo3Hasa MHPUbTpaLuus, pacnpocTpa-
HAIOLWAACA [0 noAanekallen }nposor TKaHu. OHa npefcTaBneHa CAUBaOLWMMIKCA OYaro-
BbIMW CKOMMEHUAMUN FMCTMOLUTOB (Makpodaros) ¢ NPUMeChIo NMMMPONAHbBIX 3/1EMEHTOB.
B oTnnume ot KCaHTOM, MHOTME KNEeTKN UMEIOT KPYMHble OBabHble A4pa, OHU BbIrAAAT
«aKTMBHbIMWY», HECMOTPA Ha HAaKOMJIeHMA NMNNAOB B LuTOoNNa3me. KCaHTOMbI 1 HeueTKue
KOHTYpbl rpaHynemM oTan4aloT NpoLecc oT capkomaosa. PekomeHayeTca yTOUHNUTL COCTO-
AHKE XNPOBOro 0OMeHa, NCKIYNTb MMCTUOLMTO3HOE MOopaXKeHure 13 rpynbl KcaHToMa-
TO30B. MeHee BepOATHO KCaHTOrpaHyfnemaTo3Hoe BOCnaneHne BCeAcTBME KieleBoro
NnopaxeHna canbHbIX Xenes (rmcTonornyeckre npenapatbl KOHCYILTUPOBaHbI AOLEHTOM
l0.W. Porosbim).

Ha ocHOBaHWUM KNUHUYECKON KapTWHbI, AepMaTOCKOMNMM, NaTOrnMCTONOrMYeckoro nuc-
CnefoBaHMA NaumneHTKe Obll BbICTABIIEH ANArHO3 «HENaHrePraHCOKIETOUHbIN MMCTUOL -
T03» (C-rpynna (Cutaneous) no knaccudukayum 2016 roga [5]).
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Puc. 3. lepmaTockonus: 30Hbl ¢poKanbHoOI
aTPUXUK C OTCYTCTBUEM GONNNKYNAPHDBIX
OTBEPCTUIA, XKenTble YelynKo-KOpKMN

Fig. 3. Dermoscopy: focal atrichia zones with
absence of follicular openings, yellow scaly crusts

Puc. 5. Manyna Ha rpyam ¢ nynkoo6pasHbim
BAaBNEeHNEM

Fig. 5. Papule on the chest with an umbilical
indentation

Puc. 4. Manynbl Ha N6y, wekKe n 60KoBON
NoBepPXHOCTM HOCa ceBa

Fig. 4. Papules on the forehead, cheek and lateral
surface of the nose on the left

Puc. 6. lepmaTtockonus: LleHTpanbHas XKenTo-
KopunyHeBasi o6nacTb, 6enecoBarbie NMHUN,
TOHKMe BeTBALMecs cocyabl, nepudepnyeckue
NUHeliHbIe TeNleaHrM3KTasum

Fig. 6. Dermoscopy: central yellow-brown area,
whitish lines, thin branching vessels, peripheral
linear telangiectasias

bbino pekomeHgoOBaHO MCCNefOBaHUE NUMUAHOIO CNEKTpa KpoBW, BbiMosHeHne KT
roNIOBHOIO MO3ra 1 KOocTel Yepena. o pesynbratam 1ab0paTOPHbIX Y AUArHOCTUYECKIX
nccneposanui (BAK c nunungorpammon, OAK, KT T'M, ocmoTtp nynbmoHornora, KT OlK) na-

TONOMUN He O6HAPYKEHO.

PekomeHpoBaHa Hecreundurueckas Tepanus: neHToKcUGuMH 600 mMr 1 pa3 B AeHb
Ha 2 mecALa Npv XopoLuen NepeHOCMMOCTM, HAPY»KHO: KpeM MOMeTa3oH 1-2 pasa B fieHb
[0 2 Hepenb, 3aTeM Ma3b Takponmumyc 0,1% 2 pasa B geHb 1 mecAL, 3aTem 2 pa3a B Hegernto

4 mecAaua.

«[lepmatoBeHeponorua Kocmetonorua», 2025, tom 11, N2 4

419



MMcTMoUMTO3bI B NPaKTUKe fepmaTosiora

B OBCYXIOEHWE

[ncTnounTos us Knetok JlaHrepraHca pa3BrBaeTCA U3 MUENOVAHbIX MPeALeCTBEHHN-
KOB, BKJIIOUAET LUMPOKUN CMEKTP KNNHNYECKUX NPOABNEHNI Y AeTel U B3POC/IbIX — OT Ca-
MOpa3speLlaloLLerocs 10 ONacHOro AfiA »KM3HW UCCEMUHMPOBAHHOMO 3abonesaHus. Bo-
npoc nNpupoabl NaToNorMyeckon KnetouHon nponudepaumm npu NKJ1 Becbma CropHbIiA.
B cBA31 C BO3MOXHOCTbIO CMOHTAaHHOIO perpecca 3aboneBaHNs, HanMunem BblpaXKeHHOro
BOCManNUTENbHOrO KNETOYHOro KOMMOHEHTa B o4arax nopaeHusa 1 npucyTcTBrem npo-
BOCMANMTENbHbIX LIUTOKMHOB 06CYy»KAaeTca MMMYHOBOCManuTenbHbln reHes MK/ [7].

Y B3pocnblx anvaepMasibHble nopa)eHnsa obblYHO NpeAcTaBaeHbl Nanynamm 1 onpe-
NIOCTAMM CO 3HAYNTENIbHBIM LLENTyLIeHNEM 1 KOPKOW, Yallle BCero Ha Koxe BONOCUCTON Ya-
CTV FONOBBbI, XOTA PACNPOCTPAHEHO U NMOpa)KeHUe CAN3UCTON 060NOUKM FreHUTanun unm
poToBown nonoctu [4].

Bepyuias ponb B BeprdurKaLumm fruarHo3a octaeTca 3a NaTorncToNormyeckum n uMmy-
HOMMCTOXMMMYECKM rccnegoBaHuamun. Knetku npu MKJT o6blvHO rMetoT 60nbLon pas-
Mep, OKPYrNyo Unm oBanbHyto dopmy, agpa no Tuny «koderHbIX 3epeH» unu B opme
NMOYKM, KOTOPble XapakTepHbl Ana BocnanutenbHbix IK CD1c+. MNockonbky knetkun MKJT ak-
TUBMPYIOT 1 MPUBMIEKAIOT B OUar MOPaXkeHNA Apyrne MMMYHOKOMMETEHTHble KNeTKK, Npu
MUKpOCKONuM obpallaeT Ha ce6s BHYMaHWe BOCNaNUTeNIbHbIA KOMMNOHEHT, COCTOALL A U3
3031MHOGUNIOB, HENTPOGUIIOB, NMMMPOLUTOB 1 MaKpodaros B gornonHeHue K J1K, 3ToT Bua
ropakeHns YacTo ONMUCbIBAeTCA Kak 303UHOGUIIbHAA rpaHynema.

OunddepeHumanbHas gnarHocTrka INKJ1 npoBognTCA C HEYTOYHEHHBIM FTMCTUOLMTO30M
(indeterminate cell histiocytosis) 1 ocHoBaHa Ha oTcyTCTBUM FpaHyn bupbeka B KneTkax
JTaHrepraHca n akcnpeccun CD207 [8].

HecaxapHbiin gnabet, KoTopbiM CTpafdaeT nauneHTKa 1, — oaHO 13 pefKux 3abonesa-
HUI, KOTOPOE MOKeT BO3HMKaTb NPU MMCTUOLMTO3E B CBA3M C ONYXONEBbIMU MM BOCNa-
NUTENbHBIMU NPOLLECCaMU B CTPYKTYPE rONIOBHOIO MO3ra, 3aTparvsaoLmmm runodus nnm
runotanamyc. [osTomy, HeCMOTpsA Ha 06CNeoBaHME Y OHKOSIOrOB, KOTOPbIE He BbIABUIN
CUCTEMHBIX NOPAXKEHWI, NALMEHTKa NOANEXNT HabNIOAEHWIO He TONbKO Y epMaTosioros,
HO 1 Y OHKOJIOTOB C MOBTOPHbIMU 06CNef0BaHUAMM.

KnunHnueckn HITKI MoxHO pa3genuvTb Ha Tpy rpynnbl: 1) C npenmyLeCTBeHHbIM BOBIIe-
YeHneM KOXW; 2) MoparkeHne KOXKI C BOBNIeYEHeM BHYTPEHHMX OPraHoB; 3) ¢ npenmyLue-
CTBEHHbIM MOpaXkeHem MArKUX TKaHel [6]. Y 60nblUMHCTBA NaLMEHTOB UMEKTCA KOXKHble
NPOoABNEHNsA, KOTOPble XapaKTepUsyTca CONMTAPHbIM OYarom, MHOTAA — HECKONbKNMN
nanynamu uav y3noBaTbiMKN df1IeMeHTaMW. NieMeHTbl PacnonaratloTcA Ha BOIOCUCTON Ya-
CTV TOJIOBbI, BEPXHEW MONIOBMHE TYNIOBULLA, KOHEYHOCTAX. KoXHaa dopma yacTo npoTeka-
eT 6eCCMMNTOMHO 1 MOXKET perpeccupoBaTh CNOHTAHHO. B HEKOTOPbIX CllyyYasx BO3MOMX-
HO XMpypruyeckoe neyenue [9-11].

B cnyuae KOXHbIX MopaxeHuii ucnonbsyetca aepmatockonus. Mpw HITKI HabnogaeT-
CA AepMaToCcKonmnyeckasa KapTrHa «3axofALlero ConHLar, AnA KOTOPOW XxapakTepHa LieH-
TpasibHasA XXenTo-opaH>KeBas 06/1acTb, B KOTOPOU BUAHbI «061aKa» 13 6/1eHO-KeNTbIX OT-
NOXKEHWUI 1 SPUTEMATO3HbIX OpeosioB. TakKe 6bln onmcaHbl neprdepryeckme NMHeNHbIe
TeNleaHrnaKTasum u gpyrve Hecrneunduyeckre XxapakTepucTukn (GUCKpeTHasa NUrMeHT-
Has ceTb, 6enecoBaTble IMHMW 1 TOHKME BeTBsALmMecsa cocyabl) [12].

OunddepeHumanbHas gMarHocTmKka KIMHUYECKN CIOXHa, U TpebyeTca obsasaTenbHas
naTorucronornyeckas sepuounkauma gnarHosa. Heobxoarnmo auddepeHuymposatb HIKI
C KCAHTOMaTO30M (B OTAMYMe OT KCaHToMm, npu HIIKI KNneTkn umetoT KpynHble oBasibHble
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AQpa, OHW BbIMMALAT 60see aKTMBHbIMU, HEeCMOTPA Ha HakonieHnAa nnnmnaoB B LUTOMNMA3-
me). na CapKkonao3a XapakKTepHbl 6onee yeTkne KOHTYPbI rpaHyniem n oTcyTcTBme nnnun-
OO0B B UMTonnasme.

B 3AK/TKOYEHNE

HecmoTpsa Ha nocniegHue MCCeaoBaHUA MMCTUOLMUTO30B HAa UMMYHONOMMYECKOM U
MOJIEKY/IAPHO-TEHETNYECKOM YPOBHSAX, Pa3paboTKy HOBOW KaccudurKkaLmm, AMarHoCTKa
1 BbIGOP TaKTUKM NTeUYEeHUA AaHHbIX 3a60/1eBaHNI OCTAlOTCA CJIOKHOW 3afaden aaxe ans
OMbITHBIX KNMHULMCTOB.

MMPOBOW KIIMHWNYECKWIA OMBIT MO AWNArHOCTUKE W SIeYEHUI0 MMCTUOLUTO30B CBUe-
TENbCTBYET, UTO NPV JIOKaNN30BaHHON GopMe Nocse yCTaHOBeHWsi MOPGOUMMYHOMO-
rMYecKoro AuarHo3a nokasaHo guHamuyeckoe HabsoaeHvie nnbo NpoBeaeHne MECTHOM
Tepanuu (B TOM Yncine Xrpypruyeckoe yaaseHne MenKkoro ouara nopaxeHus uim nokaJsib-
HOe MPUMEHEHE TIIOKOKOPTUKOCTEPOouaoB). OOLWMPHbIE XMPYPruveckre peseKkunm He
noKa3saHbl.

YunTbiBaA PeAKOCTb MMCTMOLMTO30B, KaXaoe HabnogeHvie oveHb LeHHO. [eTanbHoe
onuncaHne Kaxgoro ciyvas, pa3bop MPOBOAVMbIX AVArHOCTUYECKMX U NleYebHbIX Npo-
rpaMm, UX pesynbTaTbl MO3BOMAT Slyulle 03HAKOMUTBLCA C TeueHreM 3abosieBaHns 1 Bbl-
paboTaTb 3pdeKTMBHbIE TepaneBTNYECKNEe NPOrPaMMbl C yHETOM 0COGeHHOCTEN 3abone-
BaHVA Y KaXXA0ro KOHKPETHOTO NaumeHTa.

l JINTEPATYPA/REFERENCES

Nezelof C., Basset F. An hypothesis Langerhans cell histiocytosis: the failure of the immune system to switch from an innate to an adaptive mode.
Pediatr Blood Cancer. 2004;42(5):398-400. doi: 10.1002/pbc.10463. PMID: 15049008

2. Wolf K. et al. Fitzpatrick’s Dermatology in Clinical Practice: In 3 volumes; trans. from English. M.: Panfilov Publishing House; BINOM, 2012;2:1544—
15605. (in Russian)

3. Swerdlow S.H., Campo E., Pileri S.A. et al. The 2016 revision of the World Health Organization classification of lymphoid neoplasms. Blood.
2016;127(20):2375-90. doi: 10.1182/blood-2016-01-643569. Epub 2016 Mar 15.

4. Karamova A, Chikin V., Znamenskaya L. et al. Langerhans cell histiocytosis in an adult patient. Vestnik Dermatologii i Venerologii. 2019;95(4):57-
66. doi: 10.25208/0042-4609-2019-95-4-57-66 (in Russian)

5. Emile J.F, Abla O, Fraitag S. et al. Histiocyte Society. Revised classification of histiocytoses and neoplasms of the macrophage-dendritic cell
lineages. Blood. 2016;127(22):2672-81. doi: 10.1182/blood-2016-01-690636. Epub 2016 Mar 10.

6.  Byalik T, Yakimovich O., Makhonova L. et al. Disseminated Juvenile Xanthogranuloma in Adults. Clinical Observation. Clinical Oncohematology.
2011;4(4):329-333. (in Russian)

7. Nezelof C. Histiocytosis X. Rev Fr Etud Clin Biol. 1966;11(1):22-39. (in French)

8. Brown R.A, Kwong B.Y., McCalmont T.H. et al. ETV3-NCOA2 in indeterminate cell histiocytosis: clonal translocation supports sui generis. Blood.
2015;126(20):2344-5. doi: 10.1182/blood-2015-07-655530. Epub 2015 Oct 5.

9.  Freyer D.R, Kennedy R., Bostrom B.C. et al. Juvenile xanthogranuloma: forms of systemic disease and their clinical implications. J Pediatr.
1996;129(2):227-37. doi: 10.1016/50022-3476(96)70247-0

10.  Dehner L.P. Juvenile xanthogranulomas in the first two decades of life: a clinicopathologic study of 174 cases with cutaneous and extracutaneous
manifestations. Am J Surg Pathol. 2003;27(5):579-93. doi: 10.1097/00000478-200305000-00003

11.  Blouin P, Yvert M., Arbion F. et al. Juvenile xanthogranuloma with hematological dysfunction treated with 2CDA-AraC. Pediatr Blood Cancer.
2010;55(4):757-60. doi: 10.1002/pbc.22629

12.  Collie J.S., Harper C.D,, Fillman E.P. Juvenile Xanthogranuloma. 2023 Aug 8. StatPearls [Internet]. Treasure Island (FL): StatPearls Publishing; 2025
Jan-.

«[lepmatoBeHeponorua Kocmetonorusa», 2025, Tom 11, N2 4 421



