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AHHOTALKA

MMcTUoUMTO3 M3 KieToK JlaHrepraHca — pefakoe 3aboneBaHWe, XapaKTepusyloLleecs nponudepaunen Knetok JlaHrepraHca
B Pa3fMuHbIX OpraHax M TKaHAX, BKIOYAA KOXY, KOCTU, nérkve n runodms. KneTkon-npenLwecTBEHHUKOM, KaK NoKasanu
HeJaBHWe MCCNEAO0BaHMA, ABMISETCS MUENOMLHAA AEeHAPUTHas KIeTKa. TsxKecTb 3aboneBaHWs onpenenseTcs B OCHOBHOM
CTeneHb0 M XapaKTepoM MOpa)KEHWs! OpraHoB, @ TaKXKe KOJMYECTBOM BOBJIEYEHHBLIX CUCTEM. [MarHoCTMKa rmcTuoumMTo3a
U3 KneToK JlaHrepraHca TpebyeT KOMMIEKCHOT0 NOAX0Aa (K/MHUYECKas OLLeHKaA, TMCTOIONMYECKMIA aHanu3, MIMMYHOTUCTOXM-
MUYECKMe UCCeI0BaHWS, PAAMONIOTMYECKME METOMbI M MONIEKYNIAPHO-TEHETUYECKME TECThI).

B cTaTbe npencTaBneH KIMHUYECKUI Ciydai 28-neTHen NauueHTKU ¢ MyAbTUCUCTEMHBIM TUCTUOLMTO30M U3 KNeToK JlaHrep-
raHca, Y KoTopon Hecneuuduyeckue KOXHbIE BbIChIMaHMSA Ha NPOTSKEHWM NATW JIET OLWMOOYHO AMarHoCTMpoBanM Kak cebo-
PeiHbIN AepMaTuT. HeapeKBaTHas peakums Ha iedeHne rOKOKOPTMKOMAAMM, @ TaKKe Hannyme ConyTCTBYytoLWMX 3aboneBa-
HWW, TaKMX KaK HecaxapHblli auabeT u Taxenoe bynnésHoe nopaxeHue NErkux, 0bycnoBunm HeobxoaMMocTb NpoBeAEHUS
LO0MONTHATENbHOM AMArHOCTUKW. OKOHYaTesbHbIA AUarHo3 Obli YCTaHOB/EH Noc/e TLLaTeIbHOr0 aHanu3a KIMHUYECKOI Kap-
TUHbI, CONYTCTBYIOLLMX 3a00/1eBaHMIA, NPOBEAEHNUS UMMYHOTUCTOXMMUYECKOTO UCCNIe0BaHMSA DUONTATOB KOXU W NETKKX, Fae
BblsiBUAKM 3Kkcnpeccuto CD68 n CD1a B kneTkax MHGUnbTpaTa.

Ba)HO moayepKHYTb, YTO KOXHble MPOSBJIEHUA YacTO SABASAKOTCS MEPBbIM CUMMTOMOM MyJIbTUCMCTEMHOMO npoLiecca. PaHHee
pacnosHaBaHWe TMCTMOLMTO3a M3 KIIETOK JlaHrepraHca, CBOEBPEMEHHAs AMArHOCTMKa M Ha3HauyeHWe afleKBaTHOW Tepanum,
BKJTKOYas TapreTHble Mpenapartsl, MOryT 3HaUMTENbHO NOBAMATL Ha UCXOA, 3a00M1eBaHUA U YAYYLIMTL KA4YeCTBO JKMU3HM MaLMeHTa.

KnioueBble cnoBa: ructnoumtos U3 KieTok JlaHrepraHca; MyNbTUCMCTEMHBIA TUCTUOLMTO3; cebopeiHbin fepMaTuT;
MHEBMOTOpAKC; HecaxapHbin anabet; CD68; CD1a; TpameTUHUO.
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Case report

Multisystem Langerhans cell histiocytosis in adults:
the significance of cutaneous manifestations in early
diagnosis

Natalia P. Teplyuk, Olga V. Grabovskaya, Alexander S. Tertychnyy, Olga Yu. Kiseleva,
Dmitry V. Ignatiev, Elizaveta Yu. Djahaia

|.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

ABSTRACT

Langerhans cell histiocytosis is a rare disease characterized by the proliferation of Langerhans cells in various organs and
tissues, including the skin, bones, lungs, and pituitary gland. The precursor cell, as recent studies have shown, is the myeloid
dendritic cell. The severity of the disease is mainly determined by the extent and nature of organ involvement, as well as the
number of systems affected. Diagnosis of Langerhans cell histiocytosis requires a comprehensive approach (clinical evaluation,
histological analysis, immunohistochemical studies, radiological methods and molecular genetic tests).

This article presents a clinical case of a 28-year-old female patient with multisystem Langerhans cell histiocytosis,
whose nonspecific skin eruptions were misdiagnosed as seborrheic dermatitis for five years. An inadequate reaction to
glucocorticosteroid treatment, along with the presence of comorbid conditions such as diabetes insipidus and severe bullous
lung lesions, necessitated additional diagnostic investigations. The final diagnosis was established after immunohistochemical
examination of skin and lung biopsies, which revealed the expression of CD68 and CD1a in infiltrating cells.

It is important to emphasize that skin manifestations are often the first symptom of a multisystem process. Early recognition of
Langerhans cell histiocytosis and timely diagnosis can significantly affect the course of the disease and improve the patient's
quality of life.

Keywords: Langerhans cell histiocytosis; multisystem histiocytosis; seborrheic dermatitis; pneumothorax; diabetes insipidus;
CDé8; CD1a; trametinib.
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JEPMATONOMMA

AKTYAJIbHOCTb

O6wue ceepeHus

MMcTroumTo3 m3 knetok JlaHrepratca (TKJ1) — Kpaiive
penKoe 3aboneBaHWe, XapaKTepuU3yeMoe aHOMalbHOM WH-
unbTpauMen pa3nnYHbIX OPraHoB W CUCTEM TKaHEW KieT-
Kamu, PEHOTUNUYECKM CXOXMMU C HOPMASTbHBIMM KIETKaMK
Nanrepranca (CD1a+/CD207+). TsxecTb 3aboneBaHus B oc-
HOBHOM OMpefeNseTcs CTeNeHbI0 U XapaKTepPOM MopaXeHus
OpraHoB, a TaKXe KOJIMYeCTBOM BOBJEYEHHbBIX CUCTEM. 3a-
boneBaHue MoxeT 3aTparusath Jiobble opraHbl U CUCTEMBI,
HO Yallle BCEro nopaxaloTcs KOCTW, KoXa, NIErkue u rurno-
dus [1].

MepBble YNOMUHAHUA 0 fLaHHOM 3ab0/1eBaHUM OTHOCATCA
K Havany 1900-x rogos, Koraa bbiim onucaHbl ciyyan bbi-
CTPO MpOrpeccupyioLLMx U CMepTenbHbIX BonesHen y aeten
C NopaKeHUeM KOCTeM, KOXM, NeYeHn v cene3eHku. MosnHee
Ha OCHOBE CXOeW MMCTOIOrMYecKOoi KapTuHbl 3TU 3aboneBa-
HWS 6b 06beAMHEHBI aMEPUKAHCKUM NaTo/Ior0aHaTOMOM
Jlyucom JlnxtencraiivoM (Louis Lichtenstein) nog TepMuHom
«rucTuoumTo3 X», rae «X» 0603Hauyano HeM3BecTHyl Npu-
pony knetok [1, 2]. B 1970-x rogax ¢paHLy3ckuit natonor
Kpuctnan Hesenod (Christian Nezelof) yctaHoBun cxoacteo
MaToNIOrMYECKUX KIETOK C BHYTPU3NMAEPMabHbIMA MaKpo-
daramn — knetkamu JlaHrepranca [3]. B HacToswwee Bpems
«TUCTUOLMTO3 U3 KNeTOK JlaHrepraHca» ABNSieTCA yHUBEp-
CasnbHbIM TEPMUHOM, 06bEAVHAIOLLMM BCE KIIMHUYECKME MpOo-
AIBNEHMs [aHHOM JTaHrepraHCoKIETOYHON NaToNIoruy.

MMcTMounTo3 M3 KNeToK JlaHrepraHca — o4eHb peaKoe
3aboneBaHue, KOTOpoe MOXET AeboTUpoBaTh B 1l060M BO3-
pacte. 3aboneBaeMocTb Cpeau AeTeit cocTaBnset 4-5 cny-
YaeB Ha MWJUIMOH B rOf, TOTLA KaK Yy B3pocibix 60nesHb
BCTpeyaetca ewwé pexxe — 1-2 cnyyas Ha 1 MUANKOH [4, 5].

JTnonorusa u natoreHes

Jtmonorua u natoreHes [KJ1 ocraiwTtcs HepoctaToyHo
“3y4eHHbIMW. HeaBHWe nccnejoBaHUs NOKa3anu, YTo KieT-
KOW-NpeaLUecTBEHHUKOM ABNAETCS MUENIOUAHAs AEHAPUTHAS
KNeTKa, a He AuddepeHUMpoBaHHas anuaepManbHas KneTka
JNaHrepraHca. 3HauuTenbHbIN BKIAL B MOHWMaHWe maTore-
He3a 3aboneBaHus BHECNIO 0OHapyXKeHWe MyTauui B reHax
curHansHoro nytn MAPK, cpeam KoTopbix Haubonee 4acto
BCTpeyatotca MyTaumu BRAF V600E n MAP[1, 2, 5]. YcTaHoB-
JIEHO TaK3Ke, YTO KITYEBYHO PoJib B Pa3BUTUM MOHOCUCTEMHO-
ro JIEro4HOro rMCTMOLMTO3a UrpaeT KypeHue [6, 71.

Knaccudukauus

TMCTUOLMTO3 U3 KETOK JlaHrepraHca OTHOCUTCA K -
cTMouuTapHeIM 3aboneBaHuaM. Knaccudukaumsa ructmoum-
TapHbIX 3ab0N1eBaHMI HeobbIYalHO CNIOXKHA, U e€ 3BOJIHOLMS
OTpaXKaeT KaK pa3BUTUE MeOMLMHCKOW HayKu, TaK U yrny-
bneHne NOHUMaHMA 3TX 3aboneBaHuit. MepBas Knaccudu-
Kauusl TMCTUOLMTO30B, NpeAnoXKeHHas MexxayHapoaHbIM
obuwiectBoM ructuouutonoro B 1987 ropy, paspenana mx
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Ha JaHrepraHCoK/IeTOYHbIE M HEJlaHTepraHCOKNETOUHbIe

TUCTUOLMTO3bI, OCHOBBLIBAACh Ha HaAM4YUU WM OTCYTCTBUM

cneunduyeckmx Knetok — Knetok JlarepraHca [8]. Co-

BpeMeHHas KnaccuduKaums rucTMoumTapHbIX 3aboneBaHui

YUMTHIBAET He TONBKO MOPQONIOrMYeckne U UMMYHOTUCTO-

XMMUYECKME XapaKTEPUCTUKKM, HO TaKKe (eHOTUMMYECKMe,

MOJIEKY/ISIPHbIE, FEHETUYECKME U KITMHUYECKUE 0COBEHHOCTH.

B 2016 rony cocTosncs nepecMoTp KnaccuduKaLmm ructmo-

LMTapHbIM 06LLECTBOM, 1 Tenepb OHa BKITOYAET NATb rPynn:

1. Tpynna L: naHrepraHCOKNeTOYHbIA FMCTUOLMTO3 U Bo-
ne3Hb IparenMa-Yecrepa.

2. Tpynna C: KOXHble U KOXHO-CITU3UCTbIe HeNaHrepraHco-
KJNETOYHbIE TUCTUOLMTO3bI (BKITIOYASA HOBEHWIbHYIO KCaH-
TOrpaHynemy).

3. Tpynna M: 3noKayecTBeHHbIE FMCTUOLMUTO3bI.

4. Tpynna R: 6one3Hb Po3an—[opdMaHa n pasnuyHble He-
KOXKHble TMCTMOLMUTO3bI.

5. Tpynna H: remodaroumuTapHbIi AMMPOrMCTUOLMTO3 U CUH-
JpOM aKTuUBauuu Makpodaros [9].

CywecTByeT anbTepHaTMBHas Knaccudukaums Beemmp-
HOI opraHm3auuv 3apaBooxpaHenus 2016 roga, B KoTopon
I'KJT paccmatpumBaetcs B pasgene «0nyxonm M3 rucTMoLmMToB
W [EeHOPUTHBIX KNETOK». [laHHas KnaccuduKaums BKIOYaeT
BOCEMb KJIt04EBbIX Ho30s10rMyeckux dopm [10].

YunTbiBas 3HauuTeNbHY0 BapuabenbHOCTb KIMHUYECKUX
nposienenni, MKJ1 knaccudumumpyoT no pacnpocTpaHEHHOCTH
naTonorMyecKoro npoLecca cneaytowmM obpasom:

e MOHO(OKanbHbIN (OAMHOYHBINA 0Yar NOpPaXeHUs B Jil0B6oM
opraHe);

e My/bTU(OKANbHbBI MOHOCUCTEMHBIN (HECKONBKO 04aroB
nopaxKeHus B 0JJHON CUCTEME OpraHoB);

e MYJbTUCUCTEMHBIN (opaxeHue bonee YyeM ABYX OpraHoB
WK CUCTEM);

OTAE/bHO BbILENSAIT MOHOCUCTEMHBIN NErQYHbIA FUCTUO-
UMTO3 (M30/IMPOBAHHOE MOPaXKeHWe NErKMX, Yalle acco-
LMMPOBaHHoe C KypeHueM) [11].

JnarHoctuka

InarHoctuka TKJ1 npepcTaBnset cobon cnoxHywo 3a-
Jady n TpebyeT KOMMIEKCHOr0 MOAX0AA, BKIOYAILLEro
KJIMHUYECKYIO OLLEHKY, FMCTONIOMMYECKUIA aHanu3, UMMyHO -
CTOXMMWYECKME WUCCef0BaHuWs, pafnonornieckue Metogpl
U MOJIEKYNIAPHO-TeHeTMYecKne TecTbl. OCHOBHBIM KpuUTepueMm
OMarHoCTUKW siBnsieTcs obHapyXeHWe B buonTaTe KieTok
JlaHrepraHca, 3KCMpeccupylLMX Ha CBOEN MOBEPXHOCTM
CD1a, naHrepun (CD207), CD68 n npotenH S100 [11]. JlaH-
repud (CD207) sBnsieTcA KOMMOHEHTOM rpaHyn bupbeka,
KoTOpble MPeACTaBNAT CODOM XapaKTepHble BKIIOYEHMS
B LMTOMMa3Me KNeToK JlaHrepraHca v MoryT 6biTb UAEH-
TMOULMPOBAHBI C MOMOLLBK 3/IEKTPOHHON MMKPOCKOMUMK,
4YTO ABNISAETCA NAaTOrHOMOHMYHLIM npu3HakoM [KJT [12]. Kpo-
Me TOro, B MOJIOBMHE CNy4aeB BbISABMIAKOTCA COMATMYeCKUe
MyTauun B cUrHanbHoM Nyt MAP-kuHasbl, Haubonee ya-
CTbIMW U3 KOTOpbIX ABNAKTCA MyTauuu B reHax BRAF V600E
(50%) n MAPZK1 (25%) [10].
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B cBA3u c pasHoobpa3neM KIMHWYECKUX NPOSBIEHMA
KOXHbIX nopaxenun npu TKJ1 gmarHocTuka 3aboneBaHus
NPeaCTaBnseT 3HAYUTENIbHYKD CNOXKHOCTb, W NaLMEeHTbl Mo-
ryT A/UTeNIbHOE BpeMs MojlyyaThb SieyeHre No nosoay Apyrux
[epMaTo30B.

KnuHuyeckasa kaptuHa

Mopaxenne koxu npu MKJT sBnseTca ofHUM U3 caMbiX
3aMeTHbIX CUMMTOMOB M N0 4acTOTe BCTPEYAEMOCTU 3aHUMa-
€T BTOpOe MecTo nocsie nopaxenus koctei [13]. Kak npasu-
no, nopaxeHue Koxu npu MKJ1 accoummnpoBaHo ¢ MynbTucK-
CTeMHbIM npoueccoM [14]. B petpocnektuBHoM aHanmse Z. Li
1 coasT. [15], oxsaTbiBatowem 918 cnyyaes [KJ1 B Kutae (ot
HOBOPOXAEHHLIX A0 NaLMeHTOB B Bo3pacTe 65 net), y 510
(56%) BbinK 3adMKCUPOBaAHBI KOXHbIE MOPAXEHUS, NPUYEM
B 106 (12%) cnyyasx KoXHble BbICbINaHWs OblAM NepBoHa-
YasbHbIM NPOSIBNIEHNEM 3aboneBaHus.

[na TKJ1 xapakTepHbl pa3HoobpasHble 1 Hecneuuduye-
CKME KOXHble BbICbIMAHUA B BUAE MESIKWUX 3pUTEMATO3HbIX
WAM TeNecHoro LBeTa nanyn u NycTysl, KoTopbie MOryT bbiTb
UYETKO OrpaHN4eHHBIMU UM PAcrPOCTPAHEHHBIMM, OAVHOYHI-
MW UNIM MHOXKECTBEHHBIMM, YTO 3aTPYLHAET NPaBUIIbHYIO No-
CTaHOBKY AMarHo3a. KnuHnyecku st nposiBieHus MoryT Ha-
NoMUHaTL cebopeliHbIA LEepMaTUT UMK 3K3EMATO3HYI0 ChiMb,
KOTOpasi MOXET CONPOBOXAATLCA NETEXUAMM UMK NYpYpOiA,
YeLLyKaMu M KopKamu. Yalue Bcero npoLiecc foKanusyeTcs
Ha KOXKe JiMLa, rofioBbl M BEPXHEN YacTy TynosuLua [16].

Knunuyeckve nposenenuns MKJT gpyrux opraHoB 1 cucteM
HecrneumdUYHbI M MOTYT BbITb CX0XM C ApyruMu, bonee pac-
NpocTpaHEHHbIMM 3aboneBaHuaMm. Y 75% nauneHToB Habnto-
LaeTcs NopaXeHne KOCTeN, MPUYEM MOTYT ObITb 3aTPOHYTHI
niobble KOCTM OpraHu3Ma, Ho Yalle KOCTW Yepena, no3Bo-
HOYHUMK, PEBpa M KOCTU HUKHWX U BEPXHUX KOHEYHOCTENA.
CvMnTOMBI BKITHOYAIOT BOMb M OTEK B 06/1aCTU MopaKeHus.
B 50% cnyyaeB cTpapaeT ropMoHanbHas GyHKLMs runodusa,
MPUYEM HecaxapHblii AuabeT yacTo BbiCTynaeT NpeavKTOpoM
3aboneBaHus ¥ MOXKET NPOSBUTLCA 3a[0/r0 40 NOPaXKeHUs
LPYruX opraHoB U cucteM. VIHTepecHo, YTo Cpefn 0CHOBHBIX
MPUYMH pasBUTUSA 3aboneBaHMs Y NALMEHTOB C HeCaxapHbIM
avabetom 10% npuxoputcs Ha TKJL.

MoMMMo HepocTaTKa aHTUAMYPETUHECKOro ropMOHa
MOryT HabntoaaTbCsA HapyLleHUs CMHTe3a ropMoHa pocTa,
TMPEOTPONKHA, FOHAA0TPOMNMHOB U KOPTUKOTponuHa. [axe
npu ycnewHoM neyeHmu TKJ1 naumeHTsl HyxgatoTcs B no-
YM3HEHHON 3aMeCcTUTEeNbHOM ropMoHanbHoW Tepanuu. Cum-
MTOMbI NOPaXeHNUA rMnodu3a BKIIKYAKOT Ype3MEPHYH Hak-
LY ¥ MOYenCnyCcKaHue, YCTanocTb, YBEIMYEHME LUUTOBUHOI
enesbl, MeTaboNMYECKUI CUHAPOM, HapyLUEHWe MEHCTpY-
anbHOr0 LMKNA Y MEHLUMH, CHUKEHUE IMOME0 U 3PEKTUNb-
HYI0 AMCOYHKLUMI Y MYKUMH.

lMopaxeHue opraHoB AbixaHus Habnopaetca B 40-50%
C/yyaeB, Yalle BCEro B BUAE W30/IMPOBAHHOMO MOPaXeHUs,
accouMMpOBaHHOTO C KYpPeHWeM, HO MOXET BbITb M YacTblo
My/bTUCUCTEMHOTO npouecca. Mytaumn B reHe BRAF v ppy-
TUX TeHaX, CBA3aHHbIX C PasBUTUEM paKa JETKUX, TaKKe
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Obln 0BHapyKeHbl NpuU MoHocUCTEMHOM néroyHoM [KJT,
YTO MOAAEPXKMBAET OHKONOTUYECKYI0 TEOPUIO MPOMCXOXKe-
HWA 3aboneBaHus. B KNMHWYECKON KapTuHE NopaXKeHus Ner-
Kux npeobnapgatot 6osb B rpyaHO KNETKe, OAbILLKA, Kallefb,
a Ha MO3AHMX CTaMAX BO3MOXHO Pa3BUTME CMOHTAHHBIX
MHEeBMOTOPaKCOB.

MopaeHnue neyenm Bctpeyaetcs B 10-30% cnyyaes u Mo-
JKET NPOsBNATLCA ABYMSA cnocobamu — onyxoneBbiMY 0bpa-
30BaHUSMU UM YBENIMYEHWEM MEYEHU U CKIIEPO3UPYHOLLIMM
XONaHrMUTOM, MPUBOASALLMM K TEPMUHANBHOM CTaMM LMppo3a.
YacTbiMM CMMMTOMaMM NOpPaXKeHWs neyeHn sBASKOTCA 60Mb
B 3nMracTpasbHoM 0611acTy, enTyxa, TOLIHOTa 1 peoTa. bonee
PeAKVMMM CHMTAIOTCA NMOPAXKEHUS CMIMHHOTO MO3ra, IMMAOoy3-
/0B, IECEH, MOYENoNoBoi cuctembl’ [4, 17].

OMUCAHUE C/TYHAA

0 nauuenTe

MaumeHtka M., 28 net, noctynuna B KAMHWKY KOXHBbIX
1 BeHepuyecknx bonesHeit umenn B.A. PaxmaHoBa llepBoro
MOoCKOBCKOr0 rocy,apCTBEHHOr0 MeAMLIMHCKOr0 YHUBEpCUTE-
Ta uMeHn U.M. CeueHoBa (nanee KnmHWMKa KOXHbIX U BeHe-
puyeckux bonesHen uM. PaxMaHoBa) C anobaMu Ha BbiCbl-
MaHUs Ha KOXKe NINLA, BOTIOCUCTON YacTu rofoBbl, TYN0BULLA
1 BEPXHWUX KOHEYHOCTEN.

AHamHe3 3a601esaHus. CuntaeT cebs 6ONbHOI B TeYeHUe
MATU NIET, KOTf,a BriepBble 0TMETUNA NOSABNEHNUE BbIChINaHui
Ha KO)XXe BOJIOCMUCTOM YacTU roJoBbl, COMPOBOMAAOLLMX-
cA 3yaoM. BoickinaHus caMocTosTeNbHO perpeccupoBani,
HO BMOCNEACTBUMM NOABNANMUCL BHOBb. [laLMeHTKa Habno-
[anacb B MECTHOM KOXHO-BEHEPOJIOrMYECKOM AMcraHcepe
C AmarHo3oM ceboperHoro fepMatuTa u nosyvana neyeHue
TOMUYECKUMY CTEPOMAAMU, KOTOPbIe [aBau KPaTKOBPEMEH-
HbII NONOXUTENBHBIN 3D dEKT. B cBA3M ¢ 060CTpEeHNEM KOX-
Horo mpouecca B anpene 2023 roga nauMeHTKa HaxoAmnach
Ha CTaUMOHapHOM neyeHun B KNMHUKE KOXHBLIX U BEHEpU-
yeckux bonesHeit M. PaxmaHoBa. PaccMatpuBancsa gmarHos
AucKepatosa [lapbe, 0AHaKO NpK FMCTONOMMYECKOM Uccne-
[0BaHUM OH bbIN UCKOYEH. B KayecTBe paboyero auarHosa
npeanonaranca aTonuyecKUi LepMaTuT C BTOPUYHOW MKO-
JepMuen, No NoBoAy Yero NauMeHTKa nosydana aHTubakTe-
pWanbHYH, aHTUTUCTaMUHHYI0 M UMMYHOCYNPECCUBHYIO Tepa-
MWI0 FIIOKOKOPTUKOMAAMM (NpefHKU30M0H B Ao3e 40 mr/cyT).
B npouecce neyeHuss Habnoganock ynyyiieHWe COCTOAHMS
KOJKHOT0 MpoLiecca Npy CHUXEHUW CYTOYHOM [103bl Npenapa-
Ta Ao 10 Mr B TeyeHne ABYX MECALLEB, 0AHAKO BMNOCIeACTBUAN
KOXHblii MpoLecc BHOBb MPOrpeccuMpoBan, U Y NaLMeHT-
KM PasBWIICA BbIPAXEHHbIA MeLUKAMEHTO3HbIA CUMHAPOM

! Histiocytosis Association [Internet]. Langerhans cell histiocytosis in
adults. Histiocytosis Association, Inc.; 2024. Pexxum foctyna: https:/histio.
org/langerhans-cell-histiocytosis-in-adults/ [lata obpalienus: 15.01.2025.
Histiocytosis Association [Internet]. Langerhans cell histiocytosis in adults.
Histiocytosis Association, Inc.; 2024 [cited 2025 Jan 15]. Available from:
https://histio.org/langerhans-cell-histiocytosis-in-adults/
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JEPMATONOMMA

Nuenko—Kywwurra. C 2021 rofa noMUMO KOXHbIX MPOSIB-
JIeHMIA MaumMeHTKy cTana 6ecnoKouTb OAbILLKa Npu NogbEMe
Ha 4-5-1 atax. }eHWwmHa ABaX bl HAXOAMNACh Ha JieYeHUH
B CMeuuan13npoBaHHbIX CTaLMoHapax ¢ AMarHo30M KUCTO3-
HO-bynnésHoi TpaHchopmaumm nérkux. B 2022 rogy y naum-
€HTKW HEOAHOKPAaTHO BO3HWKaN CMOHTaHHbIA MHEBMOTOPAKC,
B CBA3W C YeM OHa Mosiyyana JieyeHue B OTAESEHWM Topa-
KasibHOW XUpYypriv: ApEHWUpoBaHWe NeBpabHOM MOSOCTH,
YacTMYHYI0 NNeBp3KTOMUIO, Kpaesyio pesekumio VII, VI v IX
cerMeHToB npasoro nérkoro u |V, V cerMeHToB nieBoro nér-
KOro ¢ nocnefyiolen annamkaumeid CUIIMKOHOBBIM KITeeM.
[McTonornyeckne MCCNefoBaHUs OKasanucb ManouHdop-
MaTUBHbIMM, COCTOSIHUE NALMEHTKU He YNTyYLLaoch, OfHAKO
TOYHbI AMarHo3 ycTaHoBneH He bbin. YuuTbiBas anobbl
Ha MOCTOSHHYI0 Xaxay M nonuypuio, B Hosbpe 2022 ropa
ObiN OMarHoCTMpOBaH HecaxapHblii AMabeT, B CBA3U C YeM
Ha3HayeHa Tepanus SecMonpeccuHoM (puc. 1).

B okTsabpe 2023 rona B TAXKENOM COCTOSHWUM MaLMEHT-
Ka rocnutanusupoBaHa B KIMHUKY KOKHBIX M BEHEPUYECKMX
bonesHeli uM. PaxmaHoBa 1 nepeBefeHa B OTAeNeHMe pea-
HUMaLMK.

PesynbTatbl pM3MKanbHoro, labopatopHoro
M MHCTPYMEHTaIbHOT0 UCCIeA0BaHuA

06wuii cmamyc. CoctosHue TsENoe. TeMnepatypa Tena
36,6°C. Co3HaHMe sicHOe, Ha BOMPOCHI OTBEYaeT MpaBuilb-
HO, KPUTUKa COXpaHeHa, 3IMOLMOHANbHO nabunbHa. Jlexut
C NPUNOAHSATHIM U3ronoBbeM. OvpeHMe Mo KYLLUMHIOMAHOMY
TUMY C OT/IOKEHUEM KMpa B 06N1acTW KMBOTA W TYNOBULLA,
Mpu 3TOM KOHEYHOCTW TOHKWe. JILo OAyTNOBaToe, JIyHO-
obpasHoe.

Tom 28, Ne 1, 2025

Poccuickmit KypHan
KOMHBIX 1 BEHEPMYECKMX DONe3Hen

Jlokanshbili cmamyc. KoxHbIA NPOLECC XPOHWUYECKOro
BOCMaNMTENIbHOrO XapakTepa. Ha Koxe nuua, Tynosuuia,
BEPXHMUX M HUMHUX KOHEYHOCTEN HabniopalTcs MHoXe-
CTBEHHble Manyné3Hbie U eUHUYHbIE MYCTYNE3HbIE 3IEMEH-
Tbl C NIOTHO NPUAEraloLLMMM CepO3HbIMU KopKaMu. Manynbl
pa3MepoM 2-3 MM, P030BOro LBETa, OKPYribiX GopM, nony-
LIApPOBMAHbIE, CKIOHHBI K rpynnupoBKe. Ha Koxe rpyau, xu-
BOTa M KOHEYHOCTEN BUAHBI MHOXKECTBEHHbIE CTPUW JJIMHON
4o 30 cM, CUHIOLIHO-Po30BOro LBeTa. B cybMammapHoii 06-
nacTv cnpasa Ha oHe 3puTeEMbI BU3YanM3MpYOTCA fiBe 3po-
3umn amametpoM 1 cM u 4 cM, cneBa — [Be 3po3uu 1o 1 cM
(puc. 2). HorTeBble NNacTUHbI M3MeHeHbI, ¢ 6arpoBo-KOpHY-
HeBbIMW BKpaneHNsMU.

JvixameneHas cucmema. Yactota ppixaTesbHbIX [ABU-
eHuh 28 B MUHYTY, caTypaums kucnopopa 87%. [bixaHue
YKECTKOoe, ocnabnieHHoe B ba3anbHbIX 0TAeNax NErkux. B 0b-
nacTu YrnoB N0MNaToK BbIC/YLUMBAKTCS KpenuTauum u yme-
PEHHOE KOSIMYECTBO HE3BOHKMX BJIAXHBIX MEJIKOMY3bIpyaThbiX
XpUMoB.

CepdeyHo-cocyducmas cucmema. ToHbl cepaua npuriy-
LUEHbI, pPUTMUYHBbIE. AKLIEHT BTOPOr0 TOHA Ha NEFOYHOM apTe-
PWM, CUCTONMYECKMIA LUYM Ha BEPXYLLKE M B TouKe boTkuHa.
YactoTa cepaeyHbIx COKpaLLieHuii 1 nynbc 98 yaapos B Mu-
HyTy. ApTepuancHoe gaenenune 135/95 MM pr.cT. o faHHBIM
3/IEKTPOKapAorpacmm BoisIBIEHa CUHYCOBas TaxMKapLauA.

JlabopamopHsle uccnedosaHus. O6LWMA aHanu3 Kpo-
BU: neitkountsl 15,9x10°/n (4,0-10,0), Heittpodmnbl abe.
14,8x10°/n (2,0-5,5), numdoumtsl abe. 0,4x10%/n (1,2-3,0).
Buoxumuueckuii aHanms Kposu: C-peaKTWBHbIA Denok
326 mr/n (Hopma fio 5), anaHuHamuHoTpaHcdepasa 92 En/n
(0-32), acnaptatamuHoTpaHctepasa 58 En/n (0-31),
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Puc. 1. Mpaduk nocnesoBaTenbHOCTH NOSBIEHNS CUMMTOMOB (KOXXHbIE Mopa)eHus Oblin nepBbiM cuMNToMoM, nosisueLuMMcs B 2018 roay,
O[IHAKO AMarHo3 Obin ycTaHoB/EH TONbKO B ceHTAbpe 2023 roaa). U3 apxuBa Kadepbl KOXKHBIX U BEHEPUYECKUX bonesHeli uM. B.A. Pax-

MaHoBa, 3aB. Onucosa 0.10., 2025; nybnmkyeTcs BriepsbIe.

Fig. 1. Timeline of symptom onset in patient M. with a diagnosis of Langerhans cell histiocytosis. Skin involvement was the first symptom,
appearing in 2018, but the diagnosis was only confirmed in September 2023. From the archive of the Department of Dermatology and
Venereology named after V.A. Rakhmanov, head 0.Yu. Olisova, 2025; published for the first time.
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Puc. 2. MHoecTBeHHble ManynésHble U efuHUYHbIE MYCTYNE3HbIE 3IEMEHTBI C MIOTHO MPUEraloLLMMM CEPO3HBIMU KOPKaMu Po30BOr0
LiBeTa, CKIIOHHBIMM K rpynnupoBke. MHOXeCTBEHHbIe CTPUM AanHOM A0 30 CM CUHIOLWHO-po30Boro LBeTa. PoTo U3 apxuBa Kadempbl KOX-
HbIX 1 BeHepuyeckux bonesHen uM. B.A. PaxmaHoBa, 3aB. Onucosa 0.10., 2025; ny6nukytotcs Bnepsble.

Fig. 2. Multiple papular and isolated pustular lesions with tightly adherent serous crusts, pink in color, prone to grouping. Numerous
striae up to 30 cm in length, bluish-pink in color. Photo from the archive of the Department of Dermatology and Venereology named after

V.A. Rakhmanov, head 0.Yu. Olisova, 2025; published for the first time.
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Poccuickmit KypHan
JEPMATONOMA Tom 28, N° 1, 2025 KOMHbIX 11 BEHEPUYECKMX DoMe3Hen g
1

wenoyHas ¢ocdatasa 204 En/n (30-120), ramma-riioTa-
munTpaHcnentuaasa 452 Ep/n (0-38). Koarynorpamma: ¢u-
6puHoreH 8 r/n (1,8-4).

WHcmpymenmaneHas duazHocmuka. KoMnbloTepHas To-
Morpadus nérkux (puc. 3): KT-npusHaku KUCTO3HO-OyNnEs-
HOW TpaHchopMaumn NErkux, NHeeModnbPO3a U aKTUBHOIO
XPOHWUYECKOro BpOHXWTA; COCTOSIHME MOCE XMPYPrUYeCKUX
BMeLLATEeSbCTB, MHEBMOTOPAKC OTCYTCTBYET.

MarHuTHo-pe3oHaHcHas Tomorpadmsa runodusa ¢ KoH-
TPacTUpoBaHMeM (CM. puc. 3): yToJILLLEHWE BOPOHKM runodu3a,
OTCYTCTBME CUTHana oT 3a[iHel A0NK, HAaKOMeHWe KOHTpacTa
B LUMLLUKOBUHOM }ene3e; MeJIKoo4aroBble U3MeHeHWs! B ro-
NOBHOM MO3re, aKTUBHbII 04ar B 0611acTv MocTa v npofonro-
BaTOro Mo3ra; NpU3HaKM MMCTUOLMTO3a (YTONLLEHWE MaMUN-
NAPHBIX TeN); ABYCTOPOHHMWIA CPEAHWUIA OTUT; NaTONIOMMYECKUN
KOMMOHEHT B NPaBoi BEPXHEYEOCTHON Nasyxe.

JxoKapamorpadus: TaxuKkapams; yBenuMyeHne npasoro
XKeNnyA04Ka; ABYCTOPOHHMI MMAPOTOPAKC; GpaKLums Bbbpo-
ca 65%.

Hu3kopo3Has KoMnbloTepHas ToMorpadms KocTen cke-
NeTa: 04aroBO-C/MBHbIE JECTPYKTUBHbIE U3MEHEHUS B HUXK-
Hell YeNloCTU CrpaBa, He MpOoTWUBOpevallme HabnoaaeMbiM
Nnpy rUCTUOLMTO3€; XPOHWUYECKUE BOCMANIUTENbHbIE CreLy-
(MyecKMe W3MEHEHWs NpaBoii BEPXHEYENHOCTHOM Nasyxu;
Inddy3HbIN 0CTEONOPO3; AereHepaTMBHO-AUCTPOdUYECKUE
U3MEeHEeHUsl KPecTLOBO-N0AB3AO0LIHbIX COuNeHeHuiA (bonbLue
cneBa); NOCTUH(APKTHbIE U3MEHEHUS B KOCTHO-MO3roBbIX
KaHanax befpeHHbIX 1 bonbLiebepLoBbIX KOCTEN.

MarHuTHo-pe3oHaHcHas ToMorpadms Ta30beapeHHbIX
CYCTaBoB W OefpeHHbIX KOCTeN: BbISBNEHHbIE M3MEHEHUS
B KOCTAX 30Hbl CKaHUPOBaHWUS, BEPOATHO, HOCAT XpOHWYe-
CKUiA NponindepaTMBHbBIA XapaKTep M COOTBETCTBYHOT Habto-
naembiM npu TKJT.

CnupoMeTpus: HapylweHWe BEHTUNIALMOHHON QYHKLMM
NETKUX TAXKENOW CTeneHn; pOopCUPOBaHHAs U3HEHHAsA EM-
KocTb Niérkux 1,78 (49% ponmkHoro); 061bEM hopcMpoBaHHOMO
Bbl0Xa 3a nepsyto cekyHay 1,34 (43% monxkHoro).

lucmonozauyeckoe uccnedosaHue 6uonmMamos Koxcu
(puc. 4): Koxa B 30He MOpaXXeHUs C MaCCUBHBIMU Ha-
NOXKEHUAMUM HEKPOTUYECKMX Macc UM NerKouuToB (CTpyn),

Puc. 3. MHcTpyMeHTanbHas auarHocTuka: @, b — KoMnbloTepHas
ToMorpadms nérkux (KT-npusaHaku KUCTo3HO-BynnésHon TpaHc-
bopMaumMm NETKKUX, annMKaLMs CUJIMKOHOBBIM KJIEEM Ha MecTe
Pe3eKLNN NETKNX); C — MarHUTHO-pe30HaHcHas ToMorpadms ro-
NIOBHOrO Mo3ra (yTosLLeHre BOPOHKY rMnodu3a, sensioLLeecs xa-
paKTepHBIM NPU3HAKOM NpY TUCTUOLMTO3€ U3 KIeToK JlaHrepraHca).
®oTo 13 apxuBa Kadeapbl KOXHbIX U BEHEpPUYECKUX BONe3HeN M.
B.A. PaxmaHoBa, 3aB. OnucoBa 0.10., 2025; nybnukytoTcs Bnepable.
Fig. 3. Instrumental diagnostics: a, b — chest computed
tomography (CT signs of cystic-bullous lung transformation,
silicone glue application at the lung resection sites); c — magnetic
resonance imaging of the brain (pituitary involvement — thickening
of the pituitary stalk, a characteristic feature of Langerhans
cell histiocytosis). Photo from the archive of the Department of
Dermatology and Venereology named after V.A. Rakhmanov, head
0.Yu. Olisova, 2025; published for the first time.
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Puc. 4. Tuctonoruyeckoe uccnepnoBakme. Koxa: @ — Koxa C MaCCMBHBIMU HaNOXEHUAIMUA HEKPOTUYECKMX Macc W NeiKoumToB (CTpyn),
MoA KOTOPbIMM OOHapYKMBAETCS pereHepupyIoLLmMii anMaepMUc ¢ IMMdorucTMoumuTapHoi UHbMALTPaLMen (OKpacka reMaToKCUIMHOM
1 3031HOM, x150); b — MMMyHOrUCTOXMMMS, NO3UTUBHOE OKpalLMBaHUe KNeToK B peakumm ¢ CDTa (MMMyHOrMCTOXMMMYECKas peaKLms,
x250); ¢ — WMMYHOTMCTOXMMMS, MO3UTMBHOE OKPALLMBaHME KNETOK B peakuuy ¢ Langerin (CD207) (MMMyHOTMCTOXMMMYECKas peakums,
x250). JIérkue: d — npocBeTbl anbBeosT 3anosHeHbl CKOMIEHUSIMU KIETOK C MACTUOLMTapHOI Mopdonorveil (OKpacka reMaToKCUIMHOM
1 303uHOM, x200); e — UMMYHOTUCTOXUMUSA, KIETKM B NpOCBeTe anbaeos ¢ AnddYy3HbEIM NO3UTUBHLIM OKpalLMBaHWeM B peakuun ¢ CD1a
(MMMyHorucToXxMMMYecKan peakums, x200). DoTo M3 apxmBa Kadepbl KOXHbIX U BeHepuyeckux bonesHeit uM. B.A. PaxMaHoBa, 3aB.
Onucosa 0.10., 2025; ny6nukytotca Bnepable.

Fig. 4. Histological examination. Skin: @ — skin with extensive necrotic debris and leukocyte crusts, beneath which regenerating
epidermis with lymphohistiocytic infiltration is observed (hematoxylin and eosin staining, x150); b — immunohistochemistry, positive
staining of cells with CD1a (immunohistochemical reaction, x250); ¢ — immunchistochemistry, positive staining of cells with Langerin
(CD207) (immunohistochemical reaction, x250). Lungs: d — alveolar spaces filled with clusters of cells displaying histiocytic morphology
(hematoxylin and eosin staining, x150); e — immunohistochemistry, cells in the alveolar spaces showing diffuse positive staining with
CD1a (immunohistochemical reaction, x200). Photo from the archive of the Department of Dermatology and Venereology named after

V.A. Rakhmanov, head 0.Yu. Olisova, 2025; published for the first time.

MOA KOTOPbIMW 0BOHapYKWUBAETCA pereHepupyloLwmin anu-
JepMuc ¢ MMborucTuoLmMTapHon MHduNbTpaumeir. Knetku
MHOMNbTPaTa MMEKT HEPOBHbIE 0YepTaHus agep ¢ bopo3a-
Kamu, 6e3 YETKUX AAPBILIEK M YETKUX PaHML, LMTONNa3Mbl,
XapaKTepHble Ans KNeToK JlaHrepraHca.

MMMyHozucmoxuMuyeckoe ucciedosaHue npenapamos
Ko#cu U 1é2K020 (CM. puC. 4): B TKaHW Koxu BbisneHbl CD68
B K/eTKax MHuNbTpata (+++), CD1a B KneTkax MHMMbLTpaTa
(+++); B TKaHU NETKOro oOHapyeHbl MO3UTUBHO OKpaLLeH-
Hble KJTETKM, PacrosioeHHbIe MPEMMYLLIECTBEHHO B MPOCBETE
anbBeos 1 NpocBeTe OTAENbHbIX OPOHXOB.

Onpedenenue mymauyuu V600E reHa BRAF: Knetku
¢ mytaumeii V600E rena BRAF B npenapate He 0BHapyeHbl.

Ocmomp epayeli-cneyuanucmos. KoHcynbTauus Hespo-
nora: 3Huedanonatms coyetaHHoro reHesa. KoHcynbTaums
3HAOKPUHONOra: HecaxapHblii AnabeT, MeAMKaMeHTO3Has
KoMmneHcaums; cuHgpoM WueHko—KylumHra, ATporeHHbli;
BTOPUYHBIA rMMNOKOPTULM3M. KoHcynbTaums ncuxuarpa: Ha-
bniopaetca no nosoay adeKTUBHBLIX paccTporcTB. KoH-
Cy/bTauus NyNIbMOHOJI0ra: YYNTbIBasA TAKECTb ByNnés3Ho-Ku-
CTO3HOM TpaHchopMaLmmn NETKKUX, BO3MOXHA KOHCYNbTaLms
TPaHCMIaHTONOrOB.

DOl https://doiorg/10.17816/dv637444

KoHcunuym 8 cocmase nyneMoH0/10208, peaHUMamo-
/10208, 2eMaM0/10208, IHOOKPUHO/10208, JepMamogeHepo-
/10208: Ha OCHOBaHWW aHaMHe3a, N1abopaToOpHbIX U MHCTPY-
MEHTaNbHbIX 00CneoBaHWA, WMMYHOTUCTOXUMUYECKOO
UCCnel0BaHUsA bUoNTaTa KOXM U NIETKMX NOCTaBJIEH JUarHo3
«MCTMOUMTO3 M3 KneToK JlaHrepraHcay.

OKOHYaTeNbHbIW AUarHo3

MynbTUdOKaNbHBIA U MyNbTUCUCTEMHBIN (AMCCEMUHMPO-
BaHHbII) MMCTMOLMTO3 U3 KNETOK JlaHrepraHca.

Ucxoab! 1 NporHo3

19.10.2023 c uenblo poobcnenoBaHus U nedveHus na-
LIMEHTKa NepeBefieHa B 0TAeN opdaHHbIX 3abonieBaHui Ha-
LIMOHANBHOr0 MeAMUMHCKOr0 UCCNel0BaTeNbCKOr0 LEHTpa
reMaronoruv. B HacTosiee BpeMs MauMeHTKa HaxoauTcA
nof HabmofieHneM Bpaueil reMatosiora W MmysbMOHOJIONa,
nosiyyaet BMONOrMYECKyl0 Tepanuio: TpaMeTuHMO B Jo3e
1 Mr B cyTku; AecMonpeccuH no 120 MKr 2 pasa B CyTHY;
ypcoe3oKcuxnesylo kucnoty no 500 Mr B cyTku; no pe-
KOMeHAaumMu ncuxmatpa — BeHnadakcuH B pose 37,5 Mr
2 pasa B CyTKM.




Poccuickmit KypHan
JEPMATONOMA Tom 28, N2 1, 2025 KOMHbIX 11 BEHEPUYECKMX DoMe3Hen

bnaronaps npucoenuHeHWo K Tepanuu WHrubuTopa N, BEpXHEl MONOBUHE TYNIOBULLA, @ TAKXKe 3NUTENN3aLmMm1
MUTOrEHaKTUBMPYEMbIX MPOTEUHKUHA3 (TpaMeTMHWO) A0-  3pO3MBHbIX CYOMaMMapHbIX 3NIEMEHTOB KOXM, CHUXEHUS
CTUrHYT MONOXMUTENbHBIA 3hhEKT B BUAE perpecca namy- — BbpaXKEHHOCTM [biXaTeslbHOW HEAOCTAaTOYHOCTM, YaCTUYHOTO
IONYCTYNE3bIX BbICHINAHUA Ha BOSIOCUCTOM YacTu rojioBbl,  PErpecca 04aroBOrO MOpaXXeHWs roloBHOTO Mo3ra (puc. 5).

Puc. 5. KnuHuueckas KapTuHa Ha MOMeHT ocMoTpa B OKTsibpe 2024 ropa: 3HaYMTENbHBIA Perpecc BbiCbiNaHWUM, MPaKTUYECKU MOJHOe
1CYe3HOBEHME NanyNE3HO-NYCTYNE3HbIX 31eMeHToB. DoTo M3 apxuBa Kadeapbl KOXHBIX U BeHepu4eckux bonesHen uM. B.A. PaxMaHoBa,
3aB. Onucosa 0.10., 2025; nybnmkyioTcs Bnepsble.

Fig. 5. Clinical presentation at the time of examination in October 2024: significant regression of lesions, with almost complete
disappearance of papular-pustular elements. Photo from the archive of the Department of Dermatology and Venereology named after

V.A. Rakhmanov, head 0.Yu. Olisova, 2025; published for the first time.
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MMcTrounTo3 M3 KeToK JlaHrepraHca — pepkoe 3abore-
BaHWe, xapaKkTepusyeMoe nponudepaumen Knetok JlaHrep-
raHca B pasfMYHbIX OpraHax 1 TKaHAX, BKI0Yas KXY, KOCTH,
nérkve u runodus. He mcknoueHo, yto BnepBble BosbHOM
MOXET 00paTUTbCA K [LepMaTonory: KOXHble MopaXeHus,
UMUTUPYIOLLME apyrue, boniee pacnpocTpaHEHHbIE AepMaTo-
flornyeckue 3aboneBaHus, Takve Kak cebopeiiHbln fepMaTuT,
3K3eMa, aTONMYeCcKuii fLepMaTuT, QOSTMKYNAPHBINA AUCKepa-
103 [lapbe U [ipyrue flepMatosbl, HepeiKo NPUBOJAT K Ha3Ha-
YeHMo HeahdEKTMBHOM Tepanum 1 3aflepKKe YCTaHOB/EHMS
npasunbHoro anarHosa. Jledenne KJT 3aBucuT oT cTenequ
CMCTEMHOr0 MOpaXKeHMs U TAXECTU 3aboneBaHus W BKIKOYaET
KaK MMMYHOCYNpeCCMBHYKO Tepanuio, Tak U TapreTHble npe-
naparbl, B YacTHOCTU UHrMbuUTopbl MEK1/2-KuHas.

B nutepatype onucaHbl cnyyau, korga MKJ1 owwuboyHo
AMarHoCTMpOBaH KaK «apyrie 3aboneBaHus», YTo NpUBOAU-
710 K TepaneBTUYECKOi pe3nucTeHTHoCTW. HanpuMep, y ofHoI
MaLMEeHTKM C Nanyné3HbIMX BbICINAHMAMM Ha JiWLe LMUarHo3
«po3aLiea» 0CTaBasCs Ha NPOTSIKEHUW ABYX JIET, HECMOTPS
Ha otcyTcTBue 3ddeKTa oT neyenus [18]. B mpyrom cnyyae
FKJT 6b1n owmnboyHo mpuHAT 3a nysbipyatky [yxepo—Xen-
nm—Xeinu, 1 NauMeHT cTpafan oT OBLMPHBLIX BYNNE3HbIX
BbICbIMAHWM Ha KOXKe B TeYEeHMe TPEX MeCALEB, NOKa He bbin
YCTaHOBJEH NpaBWNbHbINA Auaros [19].

Kak 1 B onucaHHbIX Mpumepax, Hall cry4ai AeMOHCTpU-
pyeT TPYAHOCTM AMArHOCTUKM KOXHbIX npossneHwi [KJI,
UTO YKa3bIBAET Ha BaXHOCTb TLLATENIBHOrO AMarHOCTUYECKOro
noucka. MaumeHTKa, NpefcTaBieHHas B AaHHOW paboTe, n3-
HayasbHO JleYnnach € UarHo3oM ceboperHoro fepMaTuTa,
YTO MPUBENIO K KPATKOBPEMEHHOMY YTyULLEHMIO, HO B KO-
HeYyHoM wuTore 3aboneBaHue NPOrpeccuMpoBano U COMpPOBO-
XAanocb pa3BUTMEM CUCTEMHBIX NposBNeHU. HeagekBaTHas
peaKLMs Ha CUCTEMHbIE FTIIOKOKOPTUKOMbI, BKITKOYas bbiCTpo
(3a 2 Mecsua) passuBLmiica cmHapoM MueHko—KylumHra
Ha ManbIx A03ax npenaparta (npegHusonoH 10 Mr) u noss-
NIeHWe pacnpoCTPaHEHHBIX CTPUI, 3aCTaBUAM COMHEBaThCS
B MOCTaBNEHHOM [uarHo3e. TLaTenbHbIA aHanm3 KimHUYe-
CKOM KapTUHbI, COMYTCTBYIOLLMX 3aD0NeBaHN 1 NpoBeLeHME
MMMYHOMUCTOXUMUYECKMX UCCNEA0BaHUIA NOMOMIM YCTaHo-
BMTb NPaBWIbHBIA AUaArHo3: «MynbTUCMCTEMHBINA TMCTUOLMTO3
W3 KNeToK JlaHrepraHcay.

Takum 06pa3oM, AaHHbIA CyYail NOAYEPKMBAET BaK-
HOCTb paHHeN AMarHOCTUKU NpU KoXHbIX nposieneHusx MKJ1,
0C06EHHO B COYETAHMM C CUCTEMHBIMW CUMNTOMaMK. PaHHAs
MOCTaHOBKA MarHo3a M CBOEBPEMEHHOE Ha3HayeHue afieK-
BaTHOI Tepanuy, BKITKOYas TapreTHble Npenaparbl, MOryT 3Ha-
YUTENBHO YNYYLLUMTb MPOrHO3 TeYeHUs 3a00/1eBaHMS.

3AKJIKYEHUE

[McTMOLMTO3 U3 KIIETOK ﬂaHreprcha — penKoe 3a-
bonesaHue, nposasnAawLieecd HOHMMOpd)HbIMM KOXHbI-
MW BbICbINaHNAMK, KOTOPble MOTYT HAaNnoOMWHATb Apyrue
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[epMaToNIOrMyYecKne COCTOSIHUA, YTO 3HAYMTENbHO 3a-
TPYAHSET PaHHION AMArHOCTUKY. TLiaTeNbHbIA AUarHoCTH-
YeCKMIl MOWCK, BKIIOYAOLWMA TUCTONOMUYECKUE U UMMY-
HOTUCTOXMMUYECKME UCCNe0BaHUSA, ABNISIETCS KIIOYEBLIM
ANA NpaBUIbHON NOCTAHOBKM AMAarHo3a 1 NpeoTBpaLLeHus
OLUMBOYHOTO NeyeHus. Hanuume Takux CUCTEMHBbIX MpOSB-
NEHUI, KaK HecaxapHblit auabeT BCleAcTBME MOPaXeHUs
rMnodu3a U U3MeHeHWs B NIETKUX, B COYETAHUN C OMUCHI-
BAeMbIMU KOXHbIMU BbICHINAHWAMM MOTYT CYXMUTb BaX-
HbIM AWarHOCTUYECKUM MPU3HAKOM U HaBOAMTb Ha MbIC/b
0 rucTuoumTo3e. MpeacTaBneHHbIN Cyyail AeMOHCTPUPYET,
4YTO paHHee pacno3HaBaHWe rMCTMOLMTO3a U3 KeToK JlaH-
repraHca v CBOEBpeMeHHast AMarHoCTUKa MOryT 3HauuTeNb-
HO MOBAMATL Ha UCX0[, 3a60/1eBaHUS U YNYYLINTL KAYecTBo
MU3HM NaumeHTa.

A0NOSTHATESIbHAS! UHOOPMALIUA

Bknap aBropos. 0.B. [pabosckas, H.M. Tennok — KoHLUen-
UMA CTaTbW, BHECEHWE B PYKOMUChb CYLLECTBEHHOW (BaHOW)
MPaBKW C LENbi0 MOBLILLEHWS Hay4HOM LLEHHOCTU paboTbl,
noaroToBKa M HanucaHue cratbyt; A.C. TepTblyHbIM — Mpo-
BefleHWe TUCTONOMMYECKOr0 UCCNEA0BaHNS KOXM U NETKKX,
MOAroToBKa M Hanucauue ctatbk; 0.10. Kncenesa — obene-
JI0BaHME 1 NeYeHne NaumeHTKuM, Hanncanme ctatou; [.B. Ur-
HaTbeB — JleYeHye NaLyeHTa, NOAroToBKa U HanvcaHue CTa-
ou; EHO. [Ixaxas — cbop v 0bpaboTka MaTepuana, aHanms
JUTEpaTypHbIX [aHHbIX, MOArOTOBKA M HanucaHue CTaTby.
Bce aBTOpbI 0406pMM pyKonmck (Bepcuio anis NybamKaumm),
a TaKKe COrNacumNCh HeCTM OTBETCTBEHHOCTb 3a BCE aCrMeKThl
paboThl, rapaHTVpys Haasexalllee pacCMOTPEHME U peLLeHme
BOMPOCOB, CBA3aHHbIX C TOYHOCTBHO 1 40OPOCOBECTHOCTbIO Jlto-
o eé yacw.

Cornacue Ha ny6nmkaumio. ABTOPbI NOAYYNIN MUCEMEHHOE
MHbOpPMMpOBaHHoe 106p0BObHOE Coracue NauuerTa Ha ny-
BAMKaLMIO NepCoHanbHbIX AaHHbBIX, B TOM uncre GoTorpadmi
(C 3aKpbITMEM /MLA), B HAyYHOM XypHare, BKIKOYas ero
3MeKTPOHHYt0 Bepcuio (nata noanmcaHmsa 20.10.2024). 0bbeM
Ny6MKyeMbIX AaHHBIX C NALMEHTOM COTNacoBaH.
WUcTouHukmu dumHancupoBanus. OTCyTCTBYHOT.

PackpbiTne uHTepecoB. ABTOpbI 3asB/AT 06 OTCYTCTBUM
OTHOLLEHWI, [1eATENbHOCTV W MHTEPECOB 3a MOCNeAHME TpU
roja, CBA3aHHbIX C TPETBUMM TULLAMM (KOMMEPYECKUMM 1 He-
KOMMEPYECKMMW), MHTEPEChl KOTOPbIX MOryT BbiTb 3aTPOHYTHI
COLEPIKaHWEM CTaTbM.

OpuruHanbHocTb. [Ipy NpoBeeHNM UCCief0BaHNs U CO3-
AaHWW HacTosLLe paboTbl aBTOpbl He MCMO/b30BanK paHee
onybnMKoBaHHbIe CBEAEHUS (TEKCT, UNMIOCTPALIMK, AaHHbIE).
Joctyn K AaHHbIM. [JoCTyn K AaHHBIM, NOYYeHHbIM B Ha-
CTOSALLLEM MCCNEeA0BaHNM, 3aKPbIT B CBA3M C KOHDMOEHLMab-
HOCTbI0 MH(OPMALMK, COLlepKaLLel NepcoHanbHble AaHHbIe
naupeHTa.

FeHepaTUBHBIA MCKyCCTBEHHbIA MHTENIEKT. [lpy co3ga-
HWW HacTOAILLEM CTaTby TEXHOOMMW FeHepaTVBHOMO WCKYC-
CTBEHHOI0 UHTENNEKTa He 1CMOMb30Basy.




JEPMATONOMMA

PaccmoTpeHue M peueHsupoBanmue. Hactosuwlas pabota
nofiaHa B XypHas B VMHWLMATMBHOM NOPAAKE W pacCMOTpeHa
no obb4HO Npoueype. B peLeH31poBaHum y4acTBoBanm ABa
BHELLHMX PELLEH3EHTa U Hay4HbIN PeaKTop U3aaHus.
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