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Llenb: npencraBneHne KNMHNYECKOro Cy4Yasa peakoro AepMarosa — rmcTmounTosa na Knetok Jlanrep-
raHca y B3POC/ION NaumneHTKN.

MaTtepuanbl n Mmetofbl. [TpoBeaeHO KMMHNKO-NabopaTopHoe 0OCNeAOBaHME XEHLLVHbLI 64 neT, obpaTuB-
Lencs ¢ xxanobamu Ha BbICbINaHUA Ha KOXKE BONTOCUCTOM YacTW FOMOBbI, LIEW, TyTOBULLA, HUXKHUX KOHEY-
HOCTEW, COMPOBOXAaBLUMECH 3yAOM. BbINONHEHO rMCTONOrMYECKOE nccrnenoBaHne BMonTaToB KOXK 13
o4ara nopaxxeHus 1 UMMYHOTMCTOXMMNYECKOE UCCNefoBaHne MapKepoB KNeTok JlanrepraHca — naHre-
puHa n 6enka S-100.

PesynbTatbl. KnuHnyeckne npoasneHns 3abonesaHnd, Hanm4me rmcTmoumMtapHoro nHdunstTpara B anv-
OEPMUCE U OEPME MPU TMCTONOTMHYECKOM MCCNEeOoBaHNM 1 IMMYHOTMCTOXMMNYECKOE BbISBNEHWE 3KC-
npeccun KneTkamm nHuneTpata naHrepuHa n tenka S-100 COOTBETCTBOBaM AMArHO3y rmcTmoumMTosa
N3 KNeTok JlaHrepraHca. Tepanua MeToTpeKCaToOM NOAKOXKHO MPMBENA K 3HAYUTENBHOMY YIyYLLIEHWIO
COCTOSIHMA BONBHOM.

3aknto4eHue. [1na Bepudmkaunmn anarHosa rmctTmoumTosa 13 knetok JlaHrepraHca Heob6xoanmo nposefe-
HWe rMCTONOrMYECKOro NCccneaoBaHnsa buontara KoKy U UIMMYHOTMCTOXMMUYECKOrO UCCNeoBaHna Map-
KepoB KneTok JlaHrepraHca. lNokazaHa 3 deKTMBHOCTL METOTPEKCATA B le4eHUN 3TOro 3abonesaHus.

Knto4eBble CroBa: rucTMOLMTOS U3 KNETOK JlaHrepraHca, rucTUOLMTLI, METOTPeKcaT

KOHQOMUKT MHTEPECOB: aBTopb! 3a9BNA0T 06 OTCYTCTBIN NMOTEHUMANbHOr0 KOHAMMKTa MHTEPecoB, TpedytoLLero
pPacKpPbITUS B [aHHOW CTaThbe.
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Langerhans cell histiocytosis in an adult patient
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Nailya S. Battalova
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Korolenko str., 3, bldg 6, Moscow, 107076, Russian Federation

Aim: to present a clinical case of a rare dermatosis — Langerhans cell histiocytosis (LCH) in an adult
patient.

Materials and methods. A clinical and laboratory examination of a 64-year-old woman who had com-
plained of rashes on the skin of the scalp, neck, trunk and lower extremities accompanied by itching was
carried out. A histological study of skin biopsy samples from the lesion area, as well as an immunohis-
tochemical study of Langerhans cell markers — langerin and S-100 protein — were performed.

Results. Clinical manifestations of the disease, the presence of histiocytic infiltrate in the epidermis and
dermis during the histological study and immunohistochemical detection of langerin infiltrate cells and
S-100 protein were all consistent with the diagnosis of LCH. The therapy with methotrexate subcutane-
ously significantly improved the patient’s condition.

Conclusion. Verification of the LCH diagnosis requires a histological study of skin biopsy samples and an
immunohistochemical study of Langerhans cell markers. The efficacy of methotrexate in the treatment of
this disease has been confirmed.
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[l Tvctvoumto3 u3 knetok JlaHrepraHca — rpynna
penkux 3aboneBaHu, XapakTepu3YHOLLMXCS MOopaXKeHW-
€M pPasfIN4YHbIX OpraHoB M CUCTEM, B OCHOBE KOTOPOro
NEeXWUT WHUNBTPaUMa TKaHeW Knetkamu, WUMeloLmMm
YNbTPACTPYKTYPHbIE MPU3HAKN KOXHbIX KNETOK JlaHrepraH-
ca un aKcnpeccupyoLwmmm nx mapkepamm — CD1a n CD207
(naHrepuH). B HacTosiLLee BpeMs MMCTUOLUTO3 M3 KIEeTOK
JlaHrepraHca paccmaTpuBaeTcs Kak HOBOO6pa3oBaHue,
06bI4YHO UMetoLLee [06pOKaYeCTBEHHOE TedeHne y B3pocC-
neIX nauueHTos [1-3].

Yallie opyrmx nopaxaroTcst KoXxa, KocTu, runodus, ner-
kne. MoryT 6bITb NopaxeHbl MMAOY3ribl, KOCTHbIA MO3T,
ceneseHKa, MeyYeHb, KULLIEYHWK, LieHTpanbHasi HepBHas
cuctema. B cBs3u ¢ 9TUM BbIZENSIOT TMCTUOUNUTO3 U3 KIle-
TOK JlaHrepraHca ¢ nopaxeHvem OOHOro opraHa unm cu-
CTEMbI, KOTOPOE MOXET 6bITb OAHO- UM MHOrOO4aroBbIM,
N CUCTEMHBIA MMCTUOLMTO3 C NMOPaXeHNeM OpraHoB pucka
unn 6e3 Hero. OpraHbl pyckKa BKIHOYaKT KOCTHbIA MO3T,
cenie3eHKy U neveHb [4]. VX nopaxeHne accoumMmpoBaHO
C MOBbILIEHHLIM YPOBHEM CMEPTHOCTU, OfHAKO 3To 6onee
XapaKTepHO B cnyvae pa3sBuUTUSa 3abonesaHus y geten [5].

MepBble onucaHus 3aboneBaHWii, KOTOPble OTHOCST-
csl K rpynne ructmounTosa u3 KneTok JlaHrepraHca, 6bim
coenaHbl B KoHue XIX — Havyane XX Beka, Korga 6binm
onucaHbl 6onesHb XaHga — KpucyeHa — LUynnepa, 60-
nesHb Jlettepepa — CuBe n 303nHOUIIbHAA rpaHynema.
XoTa 3TK 3ab6o5eBaHUs OTIMHaloTCA opyr OT Apyra CBOu-
MU KJIMHUYECKMMU MPOSIBIEHMAMU, UX Mopdonornyeckas
KapTMHa MMeeT OTYETIMBOE CXOACTBO, XapaKTepu3ysiCb
WHdUNETpaumMen TkaHen ructunoumTamn. Mostomy 6bIN0
cOenaHo npeanonoXeHne, 4YTo 3TM OGONEe3HN NpencTa.-
NAT cob6oK pasHble KIMHUYeckue MNPOSIBMIEHUS OOHOro
natonormvyeckoro npouecca. B cesasn ¢ atum B 1953 rogy
3T 3ab6oneBaHnss Oblnn 06beOMHEHblI MOL Ha3BaHWEM
rmctmoumTos X. bykBa «uKc» B HasBaHWW 3TOro 3aborne-
BaHUS1 yKa3blBaeT Ha HeomnpepeneHHOe MNPOUCXOXOEHWE
ructmoumToB. B nocnepytolleM 3neKTPOHHO-MUKPOCKO-
NMYecKue MCcnefoBaHus Nnokasanu Hanmyme B LUMTonnas-
Me FMCTMOLMTOB, MPUCYTCTBYIOLLMX B O4arax rnopaxeHus,
0CO6bIX CTPYKTYp — rpaHyn bupbeka, koTopble SBNSIOTCA
NPU3HaKOM KOXHbIX KneTok JlaHrepraHca. VIMmyHormcTo-
XUMUYECKME MWCCIIEQOBaHNS MokKas3ann SKCMPeccuio u-
cTmoumTamm nHcpunetpata mapkepos CD1a n CD207 (naH-
repvHa), 4To COOTBETCTBOBAIO MMMYHOrMCTOXMMUYECKOMY
npodomnto knetok JlaHrepraHca. Beugy MMMyHOrmcToXu-
MUYECKOr0 WM YNbTPACTPYKTYPHOro CXoAcCTBa 3TUX KNEeToK
C anuaepManbHbIMKU KneTkamu JlaHrepraHca 6bin coenaH
BbIBOZ, Y4TO NaTONOrMYeCKNe MrMCTUOLMTLI, HaKanaMBatoLLm-
€ecs B o4arax rnopaxeHusl, NosBnanMce B pesysbrare aHo-
MasbHOM aKTMBaumMnM N HeomnnacTU4eckon TpaHcdopma-
umMm KneTok JlaHrepraHca. 9To NpuBeno Kk 3ameHe B 80-x
rogax XX Beka TepMuHa «MMCTUOLMTO3 X» Ha «FMCTUOLM-
TO3 U3 KneTok JlaHrepraHca» (JIKIN). OgHako NnpoBefeHHble
B Havane XXI Beka nccnegoBaHusa TPAHCKPUNTOMHBIX NPO-
dmnen NaTonorM4ecknx rMcTUOLMTOB NokKasasnu, YTo KreT-
kn nHdunetpata npu JIKIN no cBoum xapakrepuctnkam 6o-
nee 6nM3KN He3penbiM NpeaLecTBEHHNKAM MUENoUaHbIX
OEHOPUTHBIX KNEeToK, YeM KneTkam JlaHrepraHca [6].

M3-3a pegkocTn 3abofieBaHNs K HacTosLLEeMYy Bpeme-
HW HakomnneHo Mano AaHHbIX 06 anuaemuonorun JIKI. 3a-
60neBaeMoCTb UM cocTaBnseT 3—5 Ha MUSIIMOH YesSloBEK,
60ne3Hb MOXeT ObITb AMarHOCTUpPOBaHa y nogen noboro
nona B No6oM Bo3pacTe, HO GONbLUMHCTBO NaUMEHTOB —
netvn mnagwe 3 net [7, 8]. Cpeam neten exerofHblv noka-
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3aTenb 3aboneBaemMocTu coctaenseT 2,6—8,9 Ha 1 000 000
[9]. BaboneBaemocCTb y B3pOCHbIX cocTaBnseT 1-2 Ha Mun-
JIVOH YeNoBEK U MOXET [oCTUraTh nokasarens 2,6 Ha Mun-
NMOH YenoBexk [5, 7]. 3aboneBaHne BO3HMKAET criopagunye-
CKM, XOT$ 6bINIM ONMCaHbI O4EHb pedKne CeMernHble cnyyamn
6oneaHu [10].

CornacHo COBpEMEHHbIM MpeacTaBfeHNsM, Hakonmne-
HWe NaTosiormyecknx MCTUOLMTOB B TKaHAX 0BYCIOBEHO
npuBneYeHmemM MMeNonaHbIX KPOBETBOPHBIX KNETOK-Npes-
LLIeCTBEHHUKOB (MPEKYPCOPOB) NoA AeNCTBUEM rpaHynoum-
TapHo-MakpodarasnbHOro KofioHMeCTUMynupytoLlero dak-
Topa n xemokmHos (CCL20 n CCL2) n3 nepudepunyeckon
KPOBU B NMOPa)KeHHble TKaHu, rae oHun 6yayT auddepeHum-
poBatbces [11, 12]. B 6onblunHcTBe cny4daes npu JIKI Bbl-
ABMAETCA MOHOKIIOHAIbHOCTb MCTUOLMTOB MHpMNLTpaTa,
3a uckn4veHneM nepseuyHoro neroyHoro JIKI, kotopbin
XapakTepusyeTcs MONuKIoHansHon nponudepaunen [13,
14]. AkTuBauus nponudepaumm rucTMounToB U passuTne
60ne3Hn 06ycnoBfieHbl MyTaLMAMU T[EHOB, BIUAIOLLMX
Ha KNEeTOYHbIN pocT M nponudepaumnio. Hannyune myta-
LU reHoB, KoAMpYIoLWMX 6enNKku CUrHanbHoro nyTm mMuTo-
reH-aktmemMpyemon npotenHkmHassl MAPK (RAS-RAF-
MEK-ERK), nogrBepxgeHo no4tn y 80 % 60nbHbix JIKI [4].
MpegnonaraeTcs, 4TO B 3TOM CUMHANILHOM MYTU MOTYT 6bITb
O6HapyXeHbl OOMNOMHUTENbHbIE MyTauun, Tak Kak MAP-
kuHasel ERK (extracellular signal-regulated kinase) aktu-
BupoBaHbl y 100 % 60MbHbIX MMCTUOLUTO30M U3 KIETOK
Nanrepranca [1, 15].

Haunbonbluee 3HaveHve B passutum JIKI npupaetcs
akTuBmpylowmumM Mytauusam reda BRAF [1]. Benok BRAF
ABNSAETCA 4YIEHOM CeMEWCTBa CepwuH/TpeoHuHkMHas RAF
M npepcTasnfeT cob60on KNHOYEeBOM KOMMOHEHT CUrHasbHO-
ro nytv npotenHknHassl MAPK, akTuBaLus kotopon BegeT
K aKTuBaLumn pakTopoB TPaHCKPUMLIMK U NOBbLILLEHWIO 3KC-
npeccun reHos, obecneuynsaroLMx nponudepaumio 1 Bbl-
XuBaHune knetok [16]. Hanbonee yacTton myTtaumen reHa
BRAF, o6HapyxuBaemon y 6onbHbix JIKI, aBnseTca myTa-
una V60OE (TpaHceepcus ¢.1799T>A B 3k30He 15). HacTto-
Ta BCTpevaemocTtn myTtauun BRAF-V600E npu atom 3a60-
nieBaHMM BapbupyeT No pasHbIM daHHbIM oT 25 o 65 % [1,
17—-20]. Ee BO3HMKHOBEHWE NPUBOANT K NOCTOAHHON akTu-
Baumm kuHa3 MEK n ERK.

BTtopbiM no 4acTtoTe BbisiBNeHns myTtaumid npu JIKI
agnsetca reH MAP2K1, KogUpyloLwWnini KUHa3y ¢ OBOWHOM
cneumgunyHocTeio MAP2K1, nasecTtHyto Takxe kak MEK1,
KoTopasi, Kak n 6enok BRAF, aBnseTcs 4neHOM CUrHanbHo-
ro nytm MAPK u cnoco6eteyeT aktnsaumm ERK1 n ERK2
[1]. MyTauun reHa MAP2K1 BO3HUWKaIOT, MO pasHbIM AaH-
HbIM, Y 15-50 % nauneHToB, He UMetoLLMX MyTauun BRAF-
V600E [15, 21, 22]. Pexe akTvBauus CUrHanbHOro nytu
MAP knHa3 y 6onbHbix JIKIT cBsagzaHa ¢ MmyTaunsMu apyrmx
reHos (ERBB3, ARAF, PI3K) [15, 23, 24].

XoTta ponb MyTauuin B natoreHese JIKI He BbI3blBaeT
COMHEHWIA, MexaHW3Mbl, Oonpegensowme pacnpocrtpa-
HEHHOCTb W TaXecTb 3aboneBaHusi, HemssecTHbl. MyTa-
uma BRAF-V600E 4alle o6HapyxuBanacb Yy MaLMeHTOB
C MYyNbLTUCUCTEMHbIM 3abonesaHveM, 4Yem Yy MnauueHToB
C M30MMpPOBaHHbLIM NopaxeHneMm ofHoro opraHa [25]. Mo-
KasaHo Takxe, 4TO 3Ta MyTauus accounmmpoBaHa C Mnosbl-
LLEeHHbIM pUCKOM peuunamea [17]. HepgaBHO 06HapyXeHo,
YTO Yy NauneHToB C cucTeMHbiMU dopmamun JIKIT Bbico-
koro pucka mytauma BRAFVB00E Takxe MOXeT npucyT-
CTBOBaTb He TOSIbKO B KMeTKax M3 o4aroB MopaxeHus,
HO 1 B CD11c* u CD14* kneTkax LUMpKYnupYoLLIEN KPOBM,



N B KNeTkax KOCTHOro mo3sra, Bkto4yas cteonosble CD34+
reMonosTMyeckne MuenouaHble KneTKu-npealecTBeHH-
kun [17]. B 10 xe Bpema mytaunsa BRAF-VE600E y 60nbHbIX
JIKI™ HM3KOro pucka ¢ nopakeHnem ofHoro opraHa o6Ha-
py>uBanacb TOSIbKO B TMCTUOLMTAX N3 04aroB NnopaxxeHusl.
OTO 03HayaeT, 4TO TsaXecTb 3abonieBaHWa obycroBneHa
ctagnen anddepeHUNPOBKN KINETOK, B KOTOPOW NPOUCXO-
OUT MyTaumsi B MMENOWNIHbIX KNeTkax-npealecTBeHHMKax.

MaTonornyeckne rucTUOLMTLI NPUCYTCTBYIOT B O4a-
rax nopaxeHus Ha pasnuyHbIX cTaguax amddepeHUnpos-
KW KneTok, Bkntoyas nonynsauun CD1a*/CD207+ [26, 27].
OTK KNeTKn masno nNponudepupyroT B o4arax nopaxeHus,
HO Mano BOCMPUUMYMBBLI K anonTo3y, YTO Cnoco6CcTByeT
WX ONUTENbHOMY CYLLIECTBOBAHUIO B o4varax nopaxeHus
[28, 29]. TpaHCKPUNTOMHbIN aHanua nokasar, YTO OHW ak-
TUBHO 3KCNPECCUPYIOT TPAHCKPUNTbI pasfinyHbIX MeTasno-
npotea3 (MMP1, MMP9 n MMP12), akcnpeccus KOTOpbIX
B BMAe 6enKoB 6bina noarsepXxgeHa UMMYHOrMCTOXUMMU-
YeCKM, YTO MOXET OOBACHUTL OECTPYKTUBHLIA Xapaktep
nopaxexun [30].

MopaxkeHne KOXN MOXET ObITb €AMHCTBEHHbLIM MPOsIB-
nenvem JIKIT nnu HabnogaTeca Kak OAHO U3 NPOSIBIEHUN
cucTeMHoro nopaxexus [5]. B Takom crnyyae oHO MOXeT
6bITb NEPBbIM MPU3HaKoM 60ne3Hn, KoTopas 6yaeT passu-
BaTbCA C (POPMUPOBAHMEM CUCTEMHOIO NrMCTUOLMNTO3A.

Mpenckazatb asontoumto JIKIT B MOMEHT yCTaHOBEHNS
OmnarHosa HeBO3MOXHO [5]. 9To 3aboneBaHue, KOTOpoe
nporpeccupyeT MpuUcTynoobpasHo, U MHOrAa BO3MOXHbI
nosgHue peumamebl. B pegkux cnydasx BO3MOXHO pas3Bu-
Te CUCTEMHOr0 arpeccuUBHOro 3aboneBaHns, KOTopoe Mo-
XeT NpUBECTU K CMepTU. TeM He MeHee GbICTPO nporpec-
cupyloLee arpeccuMBHoe TedeHne 60nesHn, Habnogaemoe
y AeTen, 06bI4HO He BCTpevaeTcs y B3pochbix [3]. Ans JIKI
y B3pOCIbIX 60nee xapakTepHbl CMIOHTaHHbIe peMUCccum 3a-
6oneBaHuns, KOTOpble MOTYT HAcCTynaTb faxe 6e3 nevyeHus.

MpuBoaum Hawe Habnopexne

XKeHwmHa 64 neT, npoxuBatowas B MOCKOBCKOM
obnactn, 6blna rocnutanuavposaHa B cTtauuoHap [ocy-
0ApCTBEHHOrO Hay4HOro LUeHTpa AepMaToBEeHeposiornm
n kocmetonormn Munsgpasa Poccumn oceHbto 2019 ropa
C Xanob6amMu Ha BbICbINAHMA Ha KOXe BOSIOCUCTON 4acTu
rONOBbI, LLUEW, TYNOBULLIA U HUXKHUX KOHEYHOCTEN. Bbickina-
HWS COMPOBOXAANNUCH UHTEHCUBHBIM 3yOO0M.

B 2014 rogy 6b1n AMarHOCTUPOBAH pak Tefa MaTku cTa-
ama 1CT1cNOMO, npoBefeHa 3KCTUprnaumMnm mMatku u npu-
[aTtkoB, B HacTosiLee Bpemss — pemucensa. C 2016 roga
y NauMeHTKM XxenesogednuntTHas aHeEMUS NErkon cTeneHn
TAXKECTU.

CuuTtaet cebsl 605bHOM B TeveHue 2,5 roga, ¢ aekabps
2016 roga, Korga B Bo3pacTe 62 neT BrnepBble 3ameTunna
BbICbINAaHUS KpacHOro Lupeta B 061acTU MNOAMbILLEYHbIX
BnaguH. Co4na 3Tu BbiCbINaHWA annepru4eckon peakumemn
Ha cpefcTBa rMrneHbl, He Npupana aTomy 3HadeHms. OgHa-
KO Yepes3 2 Hefenu aHanornyHble BbICbINaHUS MNOABUNCH
Ha KOXe XMBOTa M nog MOMOYHbIMU Xenesamun. B ceA3n
C pacnpocTpaHeHneM KOXHOro npouecca obpaTtunach
K Bpady-gepmMartoBeHeposiory. YCTaHOBNEH AOMarHo3 rep-
NecBUPYCHON WHMEeKUMN, NpOBeOeHO feyeHue MpoTUBO-
BMpPYCHbIMW Mpenapatamu 6e3 acpdekrta. Mpn NOBTOPHOM
obpaLleHnn 6b11 YCTaHOBMEH AMarHo3 «KaHanaos», HasHa-
YyeHa aHTUMUKOTUYECKas Tepanus C NONOXUTENbHLIM 3d)-
dreKTOM B BUAE NOSHOroO perpecca BbicbinaHnin. Pemuccns
anunace B TedeHune nonyroga. B uvioHe 2017 roga BbIChI-
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naHWs NOsIBUINCb CHOBA — B MaxoBO-6efpeHHbIX cKnaa-
Kax M cKnagkax >XWBOTa, COMPOBOXOASIMCb MOKHYTUEM
1 BblpaXXEHHbIM 3yA0M, NOSIBIIEHNEM HEMPUSATHOrO 3anaxa.
HeopHokpaTHO o6palwanacb K Aepmartonory, BblCTaBns-
JINCb OMarHo3bl: «MUKO3», «nuoaepmusi». NposoavBLee-
Csl nevyeHne aHTMbaKTepuanbHbIMN U aHTUMUKOTUYECKMMM
npenapatamMu He gasano adpekra. HecmoTps Ha NpoBo-
aumoe nedeHue, 3aboneBaHue nporpeccuposasno, nose-
nanuce Hoeble BbicbinaHusa. B MOHWKIN 6bina npoeefeHa
AnarHoctudeckas 6uoncus koxu. Ha ocHoBaHun mMopdho-
JIOrMYECKOro U UMMYHOMMCTOXMMMNYECKOro UCCrefoBaHus
éuonTara KoXu 6blfl yCTAHOBMEH ANArHO3 «rMCTUOLINTO3».
MpoBeneHa aHTMOMOTUKOTEpPanua 6e3 adpeKkTa.

Mpwn noctynnexnun B ctaumoHap MLUJOK B 3atbinoyHomn
obnacTtu, 3a ylamMm 1 Ha 3aHen NOBEPXHOCTU Leun, a Tak-
Xe B MeXonaTto4Hon o6nactu Ha poHe po30BO 3pUTEMBI
MMENUCb MHOXECTBEHHbIE 3KCKOpMaumMmM ¢ remopparmye-
CKMMW KOpKaMu Ha NoBEpPXHOCTU. B nogMmbILLeYHbIX BNaam-
Hax, MO MOJSIOHYHBIMW Xene3aMu, Ha nepeaHen u 6O0KOBbIX
NMOBEPXHOCTSAX TynoBWLLA, B CKNagkax XuBoTa M naxa
Ha (poHe 3puTeMbl 6arpoBoOro LiBeTa pacnonaranncb MHO-
XECTBEHHbIE 3P03MM C GNECTALLUMM SPKO-KpacHbIM OHOM
C aKTMBHbIM 3KCCYLATMBHbLIM MpPOLEeccoM. YacTuyHO 3po-
3Un 6bINU NOKPLIThI 6€MbiM HanNeToM. Ha 60KoBbIX NOBEPX-
HOCTSIX TynoBuwa Ha ¢oHe 6arpoBor IpUTEMbI UMENUCH
netexvn. Ha Koxe roneHen pacnonaranacb aputema sip-
KO-PO30BOro LBeTa C YyMEPEHHOW UHAUNLTpaumen, KpynHo-
nnacTuH4aTbiM wenywexuem (puc. 1). OTMevancs Henpw-
ATHbIA 3anax OT 3PO3UBHbIX MOPaXXEHWU Ha TYNOBULLE.

Mpwn o6cnepgoBaHunn BoisiBneHa aHemus (Hb 108 r/n),
nosbilweHne CO3J pgo 32 mm/4. OcTanbHble pe3ynbTaThl
naéopaTopHbIX aHanuM3oB B npegenax pegepeHCHbIX
3HA4YEHUN.

lMpoBedeH nNepecMoTp FUCTONOMMYECKUX Mnpenaparos
KOXW. B cOCO4KOBOM Croe aepMbl 6biin BbISIBIIEHBI MHOXE-
CTBEHHbIE O4YaroBo-cnMBatoLLmecs nponudepatbl U3 Kpyn-
HbIX TMCTUOLMTOB C AONbYaTbIMWU SApPaMn, CoaepXKallumm
1-2 apgpbiwka, 6a3odunbHON LMToNNasmon. B aepmans-
HOM MHGUNbTPaTe B HEOOMLLLUOM KONNMYECTBE NPUCYTCTBO-
Ba/iM 303UHOUIbHbIE N HEWTPOMUIIBHBIE TPaHYNOUUTDI,
numcouunTel. B cetyaton gepme WUHUNLTPAT OTCYTCTBO-
BaJsl, NOPaXXeHUsi NPMOATKOB KOXW He OTMe4anochk. BbisB-
JIANCS BblpaXXEHHbIN 3K30UUTO3 MTMCTUOLUTOB C MMNEPXPOM-
HbIMM SigpaMn B aNUAepMUC, ¢ QOPMUPOBAHMEM B HEM
MuKpoabcLeccoB (puc. 2). MNpu nepecMoTpe MMMYHOTUCTO-
XUMUYECKUX NpenapaToB Gbifia BbisiBIEHA OTHETNIMBAs 3KC-
npeccus ructmountamm 6enka S-100 u CD207 (naHrepuHa)
Kak B AepMasibHOM MHpUnbTpaTe, Tak U B aNMaepMarbHbIX
MuKpoabcueccax. BbisiBfeHHble N3MEHEHNsT COOTBETCTBO-
BanM KIMHUYECKOMY OMarHo3dy rmctmoumtosa U3 KNeTok
Janrepranca (JIKT) (puc. 3).

B ycnosusix ctauuoHapa NpPOBEAEHO JfleYeHue: Me-
ToTpekcaT nogkoxHo 10-15-20-20 mr 1 pa3 B Hepgento,
npegHn3onoH 60 mr B/B kanenbHo Ne 3, 6eTameTas’oH
BHYTpuMbILLEeYHO 1 pa3 B Hepento Ne 3. MNpoBoagunack aH-
TubakTepuasnbHaa Tepanus: LedTPUakcoH 4 © B CyTKM —
9 gHen, 3atem umnpodunokcauuH 1 r — 15 gHen, neso-
conokcauuH 500 mr — 5 gHein, dpnykoHason 150 mr Ne 7.
[nsa Hapy>XHOW Tepanun UCMNoNb30Basnu BaXKHO-BbICbIXato-
LMe NOBA3KM C XNOPreKCuanHoOM, pactBop METUSIEHOBOMO
CuHero, 6eTaMeTasoH, hy3maoBas KMCnoTa + rmapoKopTu-
30H. 3a 4 Hepenu TepanMn MeTOTPeKCaToOM BbICbINaHMA Mo-
6negHenu, nnowlanb 3pO3VPOBaHHbIX MOBEPXHOCTEN 3Ha-
YUTENIbHO YMEHbLUMNACh, UHTEHCUBHOCTL 3KCCYAaTUBHOMO
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Puc. 1. TuctnounTos koxi u3 knetok JlaHrepranca. MopaxeHine KoxXu Ha 3aaHel NOBEPXHOCTY LUEN C NEPEXOAOM Ha 3aTbIN04HYH0 0611acTh (A), 60KOBbIX NOBEPXHOCTSX TYNOBN-
1L{a, CKNaaKax nofd MonoYHbIMU xene3amu, xusote (b, B), naxoBo-6eapeHHbIx cknaakax (I), cnuHe (L), 6eapax u ronexsix (E, X)

Fig. 1. Langerhans cell histiocytosis. Skin lesions on the back of the neck with a transition to the occipital region (A), lateral surfaces of the trunk, folds under the mammary
glands, abdomen (b, B), inguinal-femoral folds (I'), back ([1), hips and lower legs (E, X)

W BecTtHuk gepmaTtonoruun n seHeponorun. 2019;95(4):57-66
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Puc. 2. Tuctnoumtos Koxm 13 Knetok J1aHrepraHca. MMeTonornieckoe ncenenosanme uontara Koxu. B coco4KoBOil IepMe 04aroB0-C1BaOLLNECS NPONNAEDATbI U3 TUCTUOLN-
TOB C IAX BbIP@XEHHbIM 3K30LTO30M B 3NMAEPMIAC C (HOPMMPOBAHIMEM MUKPOABCLIECCOB (A, OKpacka reMatoKCunMHoM 1 303uHoM, x200); ruCTOLMTBI YKPYNHEHbI, ¢ J0MbYaTbl-
MU apamiA 1 6a30(KbHOM LTonnasmoii (b, Okpacka reMaToKCUIMHOM 1 3031HoM, x400)

Fig. 2. Langerhans cell histiocytosis. Histological study of a skin biopsy sample. In the papillary dermis, focal histiocyte proliferates with their pronounced exocytosis into the
epidermis and the formation of micro-abscesses (A, hematoxylin and eosin staining x200); enlarged histiocytes with lobed nuclei and basophilic cytoplasm (b, hematoxylin and

eosin staining x400)

Puc. 3. TuctnounTos Koxi u3 knetok JlaHreprasca. IMMyHOMMCTOXUMUYECKOE MCCNIEA0BAHME. BbipaeHHas 3KCNPeceus rUCTOLMTaMK B AEPMabHOM MHAUALTPATE
11 B 3nuaepManbHOM KoMMoHeHTe Mapkepos: 6enka S-100 (A, x200) 1 naHrepuHa (b, x100)
Fig. 3. Langerhans cell histiocytosis. Immunohistochemical study. Pronounced histiocyte expression in the dermal infiltrate and in the epidermal component of the markers:

S-100 protein (A, x200) and langerin (b, x100)

npotiecca TaKxe cHuaunach (puc. 4). lNMpakTnyeckn nonHo-
CTblo uc4es 3yA. MNaumeHTKa NpopomKuna nevyeHne mMeTo-
TpekcaToM 20 Mr NOAKOXHO 1 pa3 B Hefdento nog Habnoae-
HWeM y Bpaya-gepmMaToBeHeposiora no MecTy XUTenbCcTaa.
B nioHe 2019 r. oTMeYanocb 3HAYUTENBHOE YIyHLUeHue:
3p03UN  INUTENU3NPOBANUCL, dpUTEMA  3HAYUTESIbHO
YMeHbLUMNAach, 3yA UcHes.

06cyxpaeHue u 3aKnoyeHme

Takum 06pa3oM, Ha OCHOBaHUWM AaHHbIX aHaMHe3a,
KNUHUYECKON KapTWHbl U Pe3ynsTaToB MMCTONIOMMYECKOro
N UMMYHOTUCTOXMMMWYECKOTO WCCNEfoBaHWU NaLmMeHTKe
6bIn YCTAaHOBMEH AMArHO3 rucTuouMTo3da u3 Knetok Jlaw-
reprarca (JIKI). V Halwlen naumeHTKn TUNMYHON Ans 3Toro
3aboneBaHns 6bina NnoKanu3aums BbiCbINaHW Ha BONOCK-
CTOW 4aCTU rofioBbl U B KPYMHbIX CKNagKax KoXu.

MopaxeHune BonocucTon Yactu ronosbl npu JIKIM Ha-
6nopaetcs Hambonee YyacTo. OHO MOXET 3axBaTblBaTh BCO
KOXY 9TOW obnacTtu. Yalle oHO npeacTaBfieHo HEGONbLUN-
MU, AnameTpom 1—2 MM, NPOCBEYMBAIOLLIMMMU, Crerka npu-
NOQHATBIMM NanynamMnm po30BaTO-XENTOro Wnn KpacHo-

BaToro Lpeta. Ha noBepxHOCTU nanyn MOryT BO3HMKAaTb
neTexvmun, NoOsIBAATbCS YELUYWKW, 3aTeM WX MOBEPXHOCTb
NMOCTEMNEeHHO CTaHOBUTCH 3PO3VBHOW, a 3PO3MU NOKPbIBa-
I0TCA Cepo3HbIMW Kopkamu [3, 5]. Yeluyrnkn mnm Kopkw,
NOKPbIBAIOLLIME 3PUTEMATO3HbIE BbIChINAHUSA, HAMOMUHAIOT
ceboperHbI 4epMaTuT, C KOTOPbIM Yallle BCero Tpebyercs
npoBoauTh AndbdpepeHumanbHyo AMarHocTuky. 3Tm nopa-
XEHWST MOTYT COMPOBOXAATbCA HEe3HAYMTESNIbHbIM 3YAOM,
WHOrga nauveHT MOXET WUCNbITbiBaTh 60/ B 0651acTh BO-
NOCUCTOM 4aCTuW ronoBbl. B HEKOTOPLIX Cny4Yasx BO3MOXHO
passuTre anddy3HON anoneummn, Ho Npy perpecce o4aros
nopaxxeHns poCT BONOC BOCCTaHaBNNBAETCS.

MopaxeHne CKNapok KOXW ABMSETCH BTOPbIM MO Ya-
cToTe pas3Butua. MoryT 6bITb NOPaXKeHb! NMio6ble CKNAQKW:
naxoeble, MOAMbILLEYHbIE, MOA MOJSIOYHLIMU Xenesamu,
MEXBbAroAnyHas, a Takke LUesa WUNW 3ayLluHble CKNapKw.
Chbinb cHayana npefcTaBfneHa 3puUTeMaTo3HbIMU NATHAMMU
W nanynamu, HO 6bICTPO Mporpeccupyet ¢ opMupoBa-
HMEM O4YeHb GONEe3HEHHOrO MOTPECKaBLUErocs WMHTEpPTPU-
ro, K KOTOPOMY HacTo MPUCOEAMHSAETCA CyrnepuHMEKLMS.
YacTto nopaxeHve B BUAE 3pUTEMBI U 3PO3UIA B CKaaKax
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Puc. 4. Tuctnountos Koxu 13 Knetok JlaHrepranca. [o6esHeHve BbICbINAHKIA 11 ANUTENU3aLNs 3p03uil B MPoLiEcce Tepanun MeToTpekcarom (A—E)
Fig. 4. Langerhans cell histiocytosis. Blanching of rashes and epithelialization of erosions during treatment with methotrexate (A—E)

B Vestnik Dermatologii i Venerologii. 2019;95(4):57-66



KOXW OLUMBOYHO AMArHOCTUPYETCs Kak 9K3ema, rncopuas,
KaHaMOo3Haa MHAEKUMS NN UHTEPTPUIO.

MopaxkeHne rnagkon KoXun xapakrepuayeTcs aepmarbs-
HbIMM y3enKaMn KpacHOBaTOro LBeTa UM pacrnpocTpaHeH-
HbIMWU NATHUCTO-MaNyne3HbIMKU, MHOrga nyprnypo3HbIMK
3aneMeHTamMu, NOKPbITbIMU Kopkamu. [eHepanusoBaHHble
KOXHbIE BbICbINAHUS MOTYT MMUTMPOBATb KanieBUAHbIN
ncopuas, Npypuro Unn KpacHbIN NAOCKUA NuLIan.

MoryT 6bITb MOpaxeHbl CNM3NUCTbIE 060N0YKMN. Y XeH-
LLMH Yalle nopa)kaeTcs BYNbBa, U 3TO NopaxeHne MoxeT
6bITb M30NMMpoBaHHbLIM. B Takux cnydasx Habnwogarotcs
apuTemMa U nHgypauus nonosbiX ryd, KOTopble YacTo pac-
NPOCTPAHAOTCA A0 NMPOMEXHOCTU MU NepuaHanbHOW 30HbI,
a Takxe crnepeam o Knutopa. [na MyX4uH nopaxeHue
NONoOBLIX OPraHoB HexapakTepHo. lNMopaxeHue cnuaucTomn
060M0YKN MOMOCTU pTa NPOSIBASETCA OTEKOM U 3PO3NAMU
[JeceH, MOXeT COoMpoBOXAaTbCA pacluaTbiBaHWEM 3y60B
N cYUTaeTCa NPU3HAKOM NOopaXKeHUs KOCTHOW TKaHU Yernto-
CTen, Tpebys UCKITHYEHNS NOPaXKEHUA KOCTEN.

MopaxeHne HoOrtTen BO3HWKAET PegKo, HO OHO BO3-
MOXHO B BuAe NapoHWXWA, OHMXONU3nca 1 NOJHOrTEBOro
runepkeparosa 1 nypnypHbIX NOOC HOFTeBOro noxa [31].

MockonbKy BCe 9T NPOSIBAEHNA He ABNAIOTCA Cneuu-
duydeckmummn, ona sepudmnkaumm guarHosa JIKIM Heob6xoau-
MO NPOBEAEHNE MCTONOrMYECKOr0 U UMMYHOrMCTOXMMUYE-
CKOro uccnefoBaHuii ¢ B3ATMEM GUMOMNCUAHOrO marepuana
13 o4ara nopaxeHus Koxw [3]. MncTonormyeckoe nccneno-
BaHVe NO3BOJSIET C BbICOKOW BEPOATHOCTLIO NPeanonoXuTb
anarHo3 JIKIT BBuay BbISIBNIEHWA MIOTHOrO AepmMarnbHOro
WHGUNLTPaTa, COCTOALLErO NPEeNMYLLIECTBEHHO N3 KPYIHbIX
NONMMMOPMHBLIX MMCTUOLMUTAPHBIX KNETOK C «MOYKOBUAHBLIM»
cKnagyatbiM SApoM (MM «agpom B bopme KodheiHoro
3epHa») 1 06UNbHOW CBETNION LIMTOMNA3Mon; B UHAMNLTPpa-
Te BO3MOXHO Hann4yue pasfmMyHoOro KoimMyectBa 303UHO-
UNBHBIX U HENTPOMUIBHBIX rPaHynoumuToB, NMMEQOLMTOB,
Makpodaros N rmMraHTCKMx KneTok. MHdunestpar pacnona-
raeTcs NpemMyLLIeCTBEHHO B COCOYKOBOM OTAeNe AepMbl
N XapakTepuayeTcs BblpaXXeHHbIM 3NnaepMOoTPOnNn3MoM rm-
ctuoumtoB. CTpyKTypa NpUMAATKOB KOXWM OCTAeTCs COXpaH-
Hom [32]. HekoTopble aBTOpbI XapakTepuayloT MopaxeHus
KOXW MpW rmcTnoumTose U3 KNneTok JlaHrepraHca Kak rpa-
HynemaTo3Hble, XOTS (haKTUYECKN N HE UMEIOLLIME TUMNYHYIO
opraHusaumio rpaHynem [5, 17], 4to, BeposiTHO, 06ycnoBne-
HO OSIMTENBHOCTLIO CYLLECTBOBAHUS UCCeayeMbIX aBTopa-
MW 3JIEMEHTOB, COMPOBOXAAKLLMXCA PUOPO3MPOBAHNEM
OKpyXaloLLen TkaHu fepMmbl. MiamMeHeHuns B anugepmuce
06bIYHO MWHUMASIBHO BbIPaXeEHbl, B €OVHUYHBLIX Cry4asx
N3bLA3IBIEHUI BbISIBNSAETCA HEKPO3.

BONMbLUMHCTBO  BbILLENEPEYUCNIEHHBIX  NPU3HAKOB
(3a MCKnOYEHMEM TpaHynemMaTo3HOro XapakTepa WH-
uneTpaTa N Hekposa anuaepmmca, Habngaembix nULlb
B pedKumx cryyasx) 66110 BbISBIEHO MPW MMCTONOrMYECKOM
uccnegosaHMm éuontaTa KoXu y HaxofuBLUENCcs Nof Ha-
UMM HaboaeHeM NaumMeHTKU.

OpHako pgunarHo3 JIKIT MoXeT 6bITb YCTAHOBMEH NULLIb
Npv YCNOBUW BbIABEHUSA, MOMUMO KIMHUKO-MOPAOnornye-
CKUX flaHHbIX, XOTS 6bl OAHOMO U3 TPEX CreyoLmX Npmu3Ha-
KoB: 1) BblpaxeHHOW akcnpeccun CD207 (naHrepwHa) ru-
cTvounTaMu MHduneTpaTa npyu MMMYHOrMCTOXUMUYECKOM
uccrnefoBaHum; 2) BblpaXkeHHoW akcnpeccun CD1a ru-
cTvounTaMu MHduneTpaTa npyu MMMYHOrMCTOXUMUYECKOM
nccnepgosaHuu; 3) rpaHyn bup6eka B uMTonnasme rucTumo-
UMTOB MHUNETPAaTa NPU 3MEKTPOHHO-MUKPOCKOMUYECKOM
nccnenosarum [3]. O6HapyxeHne CD207 (naHrepuHa) —
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6ernka, sKcrnpeccus KOToporo Heobxoguma ans obpasosa-
Hus rpaHyn Bupb6eka, 3aMeHnno cobon BbIABMEHWE 3TUX
rpaHyn MeTooM 3MeKTPOHHOM MUKPOCKONUK. Kpome Toro,
B AMarHOCTUKe UMeEeT 3HayeHne BbIBEeHWe ApYyrux map-
KepOoB, XOTH OHM U HecneunduyHbIl, Hanpumep aKcnpeccus
6enka S-100. [marHo3 ructmoumTo3a M3 KneTok JlaHrep-
raHca (JIKI) y HaxoguBLuencst Nof HalwmMm HabniogeHnem
naumMeHTKn 6bin NOATBEPXAEH BbISIBIEHUEM NPY UMMYHO-
rMCTOXUMUYECKOM WCCNESOBaHUN 3KCMPECCUnU MMCTUOLM-
Tamu uHdunstpata CD207 (naHrepuHa) n 6enka S-100.

Bbi6op Tepanun 6onbHbIX JIKIT 3aBUCUT OT pacrnpo-
CTPaHEHHOCTU MOPaXKeHUsl, TAXKECTU NPosBreHun 6ones-
HW 1 OT TOro, Kakue opraHbl nopaxexs! [3]. MNpu pacnpo-
CTPaHEHHOM MOPaXeHUN KOXK, KOTopoe Habnwoganoch
y HaxoguBLUENCA Mof HaluM HabmniofgeHMeM nauneHTKH,
nokasaHa cuctemHasn Tepanusa. MimetoTcs gaHHble 06 ad-
(HEKTUBHOCTM MeTOoTpeKcaTta, KOTOpbIA HasHa4dancs BHY-
TpuBeHHO B Ao3e 20 mr 1 pas B Hegento [33]. Vny4lwieHune
6b110 OTMeYeHO Yepe3 3 Hefdenwu Tepanuu, Yepes3 8 He-
Jenb — OTMeYeHo pybuesaHue Bcex 3B, XOTA nocne
npekpaLwleHnss NeYeHus BbIChINaHUsi CHOBA MOSIBUSUCH,
4yTO noTpeboBano BO3OOHOBMEHUS Tepanunm MeToTpeKkca-
ToM 20 Mr 1 pas B Mecsy [33]. Hamun meToTpekcaT 6bIn uc-
nonb30BaH Ana Tepanun naumMeHTKn NoaKoXHO, N adekT
Haénogancs yxe yepes 3 Hefenu Tepanun, nocne Yero ne-
YeHue 661110 NPOJOIKEHO NoA, HabnaeHeM gepmMaTtonora
Nno MeCTY XUTenbCTBa.

VY 60onbHbIX JIKIT ¢ nopaXeHueM TOSIbKO KOXU MOXET
6bITb TaKkXe adhdekTMBHON hoToTepanums [5]. OnucaHa ad-
ekTnBHOCTL [MYBA-Tepanuu [34]. MNpu nerkom nopaxeHum
KOXM 6blna adheKkTnBHA y3KononocHasa gototepanus [35].

[na HapyXHOW Tepanuu MOryT UCMonb30BaTbCs TO-
nu4yeckne rNIOKOKOPTUKOCTEPOUAbI, OfHAKO WX 3deKT,
Kak npaBuno, HedoCTaTo4HbIN. XUpypruyeckoe uccede-
Hne o4aroB nopaxeHus JIKIT nposBoguTca O4YeHb Pefko,
B Cly4asx, Korga MMeeTcs eAMHCTBEHHbIN ovar rnopaxe-
HUA Hebonblioro pasmepa. O6LMPHbIE onepauuy NPoTU-
BOrnokasaHbl. He pekomeHOyloTCs Kanevaiwume ornepauuu,
Hanpumep, reMmBynbB3KTOMUSA [3].

M. Girschikofsky 1 coaBT. yka3blBatoT, 4TO Npy BE4EHUN
60nbHbIX JIKIT HE06X0ANMO YUUTbIBATE BO3MOXHOCTb pas-
BUTUSA NOPaXxeHus pasnuyHbix opraHos [3]. HacTo npu BbI-
6ope TepanuuM BO BHUMaHWE NPUHUMAETCH eQUHCTBEHHbIN
Hanbonee mMoOpaxeHHbIW opraH, a nonHoe obcnenosa-
HWe nauueHTa He MpPoBOAMUTCSH, M U3-3a 3TOr0 OCTaKTCA
6e3 BHUMaHUSA nopaxkeHust gpyrmx opraHos [3]. [NosTomy
nocrie yCcTaHOBEHUS AuarHo3a rmctTmoumTosa n3 KIeTok
JlaHrepraHca Heo6xoaMMo NpoBecTU o6cnefoBaHme nauu-
€HTa C y4eTOM BO3MOXHOCTM NOPaXeHUs ApYrux opraHos,
a B fanbHenweM perynapHo HabnwopgaTe 3a naumMeHTom
C Lenbio BbIABMEHNA BO3MOXHbIX OCNOXHEHUA UMW HOBbIX
nokanusaumn 3aéonesanus. OueHnsaeTtcs, 4To y 15-20 %
nauMeHToB C NopaXeHnem oJHOro opraHa pasoBbETCS Mo-
paxkxeHue gpyroro B npoiecce HabnoaeHus [5].

YacTto 60nbHbIX ¢ JIKIT HM4ero He 6€CnokouT UM Mo-
ryT UMEeTbCH JNULb HE3HAYUTENbHO BbIPaXeHHble obLume
NpPosIBNIEHUs CUCTEMHOIO nopaxeHusi. PekomeHgyeTtcsi 06-
pawiaTe BHUMaHVe Ha OAblLKy, Kallenb, 6011 B KOCTAX,
HEeHOPMarbHbIN POCT MArKUX TKaHer Hapg NnopaxeHHbIMW
KOCTSIMU, Xaxgy, nonvypuio, numdageHonaTuio, Kotopble
ABMAOTCA Hanbonee YacTbiMU NPOSABIEHUAMN NOPaXKEHUS
BHYTPEHHMX OpraHoB npu ructuoumtose. Jpyrumm npusHa-
KaMu SBNSAOTCA YTOMASEMOCTb, obLiasn crnabocTb, NoTeps
Beca, HO4YHble NOoThl, TOLLIHOTA U nnxopagka [3]. Jiuxopagka,
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NOBbILLIEHHOE MOTOOTAENEHNE MO HOYaM W MNOTeps Beca
B Crny4ae HU3KOM 3pPEKTUBHOCTM Tepanum MOryT nNporHo-
3npoeaTh pedko Habnwgaemoe y B3POCHbIX arpecCuBHoe
TeyeHue JIKI, cpaBHUMOE MO TSXECTU C HEXOOKKUHCKOW
NMMOMOW BbICOKOWM CTENEHU 3110Ka4eCTBEHHOCTH [3].
BO3MOXHOCTb pa3BUTUA CUCTEMHOIO MOpaxeHus
MOXEeT noTpeboBaTb KOHCynbTauuni Apyrux cneuyuanu-

CTOB MNpUW MOSIBJIEHMM COOTBETCTBYHOLLEN CMMMNTOMATK-
Ku. Mockonbky JIKIT 0THOCUTCHA K MUENoOnagHbIM HOBOOG-
pasoBaHuUsAM, TO MOXET noTpeboBaTbCs KOHCYynbTauus
remartonora [36]. YV Hawen naumeHTKU NpU3HaKoB CU-
CTEMHOr0 nopaxeHus He O6bISI0 BbIBIEHO, OOHAKO €en
6b110 peKOMeHAoBaHO HabnaeHMe y Bpava-TepanesTta
un orkonora. i
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