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BHYTPMCOCYAMCTbIﬁ TMCTUOLIUTO3 KOXKU
[.B. bynaHos, 10.C. loaBepbHas

Poccuickuit HaumoHanbHbIA UccnefoBaTeNbCKUIE MeAULMHCKIUIA YHUBepeuTeT UMenu H.W. TNuporoea, MockBsa, Poccus

AHHOTALIUA

BHYTpMCOCYAUCTBIN MMCTUOLMTO3 — peaKoe 3abonieBaHMe KOXM, XapaKTepusyloLieecs NaToforMyeckuM pacluMpeHneM co-
CYZLOB M CKOM/IEHUEM TUCTUOLMTOB B UX NpocBeTe. HecMoTps Ha peaKocTb 3a6oeBaHus, NpobieMa AMarHOCTUKM U JieYeHus
BHYTPUCOCYAMCTOrO MUCTMOLMTO3a OCTAETCA aKTyabHOI U3-3a OTCYTCTBUA CTaHAAPTU3MPOBAHHbIX MOAXOL0B U OrpaHUYeHHO-
ro MOHUMaHMA MEXaHWU3MOB ero pasBUTHA.

KntoueBbiM hakTopoM, 3anycKaloLLMM pa3BUTIE BHYTPUCOCYAMCTOTO TMCTUOLMTO3a, SBNISIETCA NOBPEXAEHUE COCYAUCTBIX CTe-
HOK, 4YTO CMOCOBCTBYET MUrpaLmMv W npoindepaumu rucTMOLMTOB BHYTPU COCYAO0B. ITOT MpoLecC MOXeT bbiTb 06ycnoBneH
PasfIMYHBIMU MPUYMHAMU — MHPEKUMAMM, HapyLLEHUsIMW B paboTe cepfieyHo-COCYAMCTON CUCTEMBI, MaTosorven neyeHu
1 noyek. TeM He MeHee 3abonieBaHM1e MHOTAa BO3HMKAET Y Ntofieit 6e3 conyTCTBYlOWMX GaKTOpOB, YTo NpeanosaraeT Hanudue
HEW3BECTHBIX TPUITEPOB WM FEHETUYECKON NpeapacroNoXeHHOCTH.

KnuHuyeckue nposiBNeHUs BHYTPUCOCYAUCTOrO MMCTUOLMTO3a pa3HO0OpasHbl — MJI0X0 04YEPUEHHbIE 3PUTEMATO3HbIE NATHA
duonetoBoro LBeTa, BNALLKY, Y3EKM U NanyJibl, YalLle BCEro C JIOKanu3aLueii B 0611acTy TyNI0BULLA U KOHEYHOCTE. Brickina-
HUS MOTYT NMPUHUMATL Takke GOpMy Manyn 1 reMopparMyeckux y3esKoB, YTO 3aTpyAHseT AuddepeHUManbHy0 AUarHOCTUKY
C ApYrMMM iepMaTosiornyeckumMm 3aboneBaHUsMU. YHUKaNbHOCTb CUMMTOMATUKY U PEAKOCTb MaTosIoriu 3a4acTyio NpuUBOASAT
K NMOCTaHOBKE HenpaBuibHbIX AMArHO30B M Ha3HAYeHWI0 HeafleKBaTHOM Tepanuu, UTo ycyrybnseT TeyeHne 6onesHu.

Ha LLaHHbI MOMEHT YHUBEPCANIbHOTO NPOTOKONA SIEYEHUs BHYTPUCOCYAUCTONO MMCTUOLMTO3a He CyllecTByeT. B KayecTBe of-
HOVA 13 TepaneBTUYECKMX CTPATErUil YacTo MPUMEHSIKOT CTEPONHbIE Npenaparbl, OfHAKO UX 3bhEKTUBHOCTbL U LONTOCPOYHbIE
pesynbTaTbl He0CTaTOYHO U3YYeHBI.

HacToswas cTaTbsl OMMUCHIBAET KIIMHUYECKUIA CIydall MALMEHTKM, Y KOTOPOI KOXKHbIE BbICbINaHUA B BUAE Manyn 0bHapyu-
Ba/MCb B 06N1aCTV ey W BOMIOCUCTOM YacTu rofioBbl. [MarHo3 6bin NOATBEPXKAEH C NOMOLLbIO AePMaTOCKOMUM U TUCTOJIO-
TMYECKOro MccriefioBaHus buonTata Koxu. [peacTaBneHHbIi Cyyaii NOAYEPKUBAET BaXKHOCTb abHELLMX UCCNefoBaHuit
B 006/1aCTV BHYTPUCOCYAMCTOrO MACTUOLMTO3, HAMpPaB/EHHbIX HAa Pa3paboTKy YHUPULMPOBAHHBIX AMArHOCTUYECKUX W Tepa-
NeBTUYECKUX MOLXO/0B.

KnioueBble cnoBa: BHYTpMCOCWJ,MCTbIIZ TMCTUOLIUTO3; MHTpaBaCKyrIFIprIﬁ T'MCTNOLMTO3; KPOBEHOCHbIE COCyabl.
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Case report

Intravascular Histiocytosis of the Skin
Dmitriy V. Bulanov, Julia S. Podverbnaya

The Russian National Research Medical University named after N.I. Pirogov, Moscow, Russia

ABSTRACT

Intravascular histiocytosis is a rare dermatologic condition characterized by pathological vascular dilation and accumulation
of histiocytes within the lumen of blood vessels. Despite its rarity, challenges in diagnosis and treatment persist due to the
absence of standardized protocols and a limited understanding of the disease pathogenesis.

A key initiating factor is damage to the vascular wall, promoting histiocyte migration and proliferation within vessels. This
process may be triggered by infections, cardiovascular dysfunction, hepatic or renal pathology. However, some cases occur in
individuals without comorbidities, suggesting the involvement of unidentified triggers or genetic predispositions.

Clinical manifestations vary and include ill-defined erythematous to violaceous patches, plaques, nodules, and papules, most
commonly affecting the trunk and extremities. The lesions may also present as hemorrhagic nodules and papules, complicating
the differential diagnosis with other dermatoses. The condition’s rarity and non-specific presentation often result in misdiagnosis
and inappropriate treatment, worsening the clinical course.

Currently, there is no universal treatment protocol for intravascular histiocytosis. Corticosteroids are frequently used, but their
efficacy and long-term outcomes remain poorly defined.

This article describes a clinical case of a female patient presenting with papular eruptions on the neck and scalp. The diagnosis
was confirmed by dermatoscopy and histological examination of a skin biopsy. The case highlights the need for further research
to establish standardized diagnostic and therapeutic strategies for intravascular histiocytosis.
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JEPMATONOMMA

AKTYAJIbHOCTb

BHyTpucocyaMCTBIN  TUCTMOLNMTO3, TaKKe WM3BECTHbIN
KaK MHTpaBacKyNApHbIA MMCTMOUMTO3, NpeLcTaBniseT cobou
pefKoe fepMaToniornyeckoe 3abonieBaHue, KOTOPoe Xapak-
TEpPU3YeTCs aHOMasbHbIM PaCLUMPEHNEM COCYAMCTOrO Npo-
CBETA C HAKOM/IEHMEM B HEM TUCTUOLMUTOB — KJIETOK UM-
MYHHOM CMCTEMbI, Y4acTBYIOLIMX B MpoLeccax ¢arouuTosa
1 BOcnanuTenbHoro oteeta [1]. 310 cocTosHWe npuBneKaeT
BHMMaHMe YYEHbIX CBOEN PEAKOCTbI0 1 CIIOKHOCTBIO ANarHo-
CTUKM. BnepBble TEPMUH «BHYTPUCOCYAMUCTBIA TMCTUOLMTO3»
obin npeanoxeH B 1994 roay J.T. 0'Grady [2], koTopbii nog-
pobHO onmcan KIMHWYecKyK KapTuHy 3aboneBaHus. C Tex
nop narvonorus bbina BKIIOYeHa B bonee LIMPOKYyHo KaTero-
PUI0 BHYTPUAMMGbATUYECKOrO rUCTMOLMTO3a. [lanbHeliwve
UcCneoBaHUs NO3BONMAM BbIAENUTb [Ba Pa3fMYHbIX TMNa
[06poKayYecTBEHHbIX HOBOODOPa30BaHUiA, pa3nMyaloLLMXCs
MeXaHM3MOM 06pa3oBaHNA CKOMMEHWUNA TUCTUOLMTOB BHYTPU
COCY[10B.

OcobeHHocTb 3aboneBaHus 3aKi0YaeTcs B TOM, YTO No-
A0BHbIe 3MeHeHWs MoryT ObITb 06HapyeHbI Kak B IMMdaTu-
UECKMX, TaK M B KPOBEHOCHBIX COCYAaX, YTO CBUAETENLCTBYET
0 CUCTEMHOM XapaKkTepe npouecca [3, 4]. BHytpucocyamcTbii
TMCTUOLMTO3 YaCcTO accoLMUpYeTCs C pEBMATOUIHbLIM apTpu-
TOM, MpeAanosaras BO3MOXHYK B3aUMOCBA3b MEXAY 3TUMM
nartonorvsiMu. Y naumeHToB C peBMaToMAHbLIM apTpUTOM -
CTUOLMTapHble CKOMeHUs HabnoAaloTcs NpenMyLLecTBeH-
HO B IMM(ATUYECKMX COCYAAX, YTO, BO3MOXHO, YKasbiBaeT
Ha 00K NaToreHeTUYECKUA MexaHu3M. B oTaenbHbIx cny-
yasx pasBUTME TUCTMOLMTAPHBIX CKOMJEHWA 3aTparuBaeT
TaKKe KPOBEHOCHbIE COCY[bl, YTO MOAYEPKMBAET BaXKHOCTb
MEXAMCLMMNIMHAPHOT0 NOAX0AA K AMArHOCTUKE U NEYEHMIo
AaHHou natosorum [5]. CornacHo AaHHBIM TMCTONOMMYECKOr0
aHanusa, nposefiéHHoro |. Catalina-Fernandez u coasr. [5],
BHYTPUCOCYAMCTbIV TMCTUOLMTO3 NpeLCcTaBNsAeT coboii CNox-
HbIi MHOTO(aKTOpHbIN NpoLecc. broncuiHble UccnesoBaHmMs
MPOAEMOHCTPUPOBAU, YTO NpU ONpefeNEHHbIX YCIOBUAX
MaTosIoruYeckuin NpoLecc MOXeT MepexoauTb 3a npesenb
JMM(aTUYECKON CUCTEMBI, MOpaxas KpPOBEHOCHbIE COCYAb
1 BbI3bIBash 3HAUMTENbHBIE U3MEHEHUS B COCYAMUCTON CTEHKE.
370 OTKPLITME NOAYEPKUBAET BAXKHOCTb TLLATESILHOO U3yYe-
HWUS UMMYHHBIX U BOCTASIUTENbHBIX MEXaHM3MOB, NEXKaLLuX
B OCHOBE [,aHHOro 3abosieBaHms.

BHyTpucocyamnCTbIM FUCTUOLMUTO3:
3NUAEMUONIOTUS, ITUONIOTUS, NaToreHes

3ANMaeMUONOrMYecKUe UCCeL0BaHUA MOKa3bIBaloT,
4TO BHYTPUCOCYAMCTBIA FMCTMOLMTO3 BCTPEYAETCS MpeuMy-
LLIeCTBEHHO Y XeHLMH. 3abonieBaHmMe yalle BCero pasBuBa-
€TCA Yy B3POC/bIX W MOXWUMbLIX MALMEHTOB, 4TO, BO3MOHO,
CBAI3aHO C BO3PACTHbIMW U3MEHEHUSIMU B UMMYHHON CUCTe-
Me W COCY[MCTON TKaHM, 0[HAKO TOYHblE MPUYMHBI FeHAep-
HOM NpeJpacronoXeHHOCTU U BO3PACTHOrO pacnpefeneHus
OCTalOTCS HEBBISCHEHHBIMU W TPEBYHOT JanbHENLMX uccne-
[0BaHuiA. TakuM 006pa3oM, BHYTPUCOCYAUCTBIA MUCTUOLMUTO3
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npeAcTaBnseT coboii peaKoe 1 cnoxHoe 3abonesaHue, Tpe-
OytoLiee rnyboKOro MEXAUCLMMIIMHAPHOIO MOAX0AA K ero
U3YYEHNIO.

MaToreHes 1 3TMONIOrKA BHYTPUCOCYAMCTOTO FUCTUOLMTO-
3a 0CTalTCA NpeSMETOM aKTUBHOMO Hay4YHOr0 U3y4eHus, no-
CKOJMbKY laHHbIE 0 MeXaHM3MaXx ero BO3HUKHOBEHUSA U pa3BU-
TUA BCE ELLE OrpaHuyeHbl. 3a BpeMs UCCeA0BaHWI B3rNAabl
Ha 3TMONaToreHe3 MpeTepneny 3HauMUTENbHbIE U3MEHEHMS,
OTpa)Kas MOCTEMEHHOE HAKOMMEHUE HOBbIX 3HaHWIA 0 Mpu-
pofe 3aboneBaHus. Ha HauanbHbIX 3Tanax U3yyeHust BHYTpU-
COCYAMCTOr0 MMCTMOLMTO3a OCHOBHOE BHUMaHWe yaensnoch
BHELUHMM (haKTopaM, KOTopble MOrfu BbITh CBA3aHbI C pa3By-
TMeM 3aboneBaHus. B KauecTBe KiOYeBbIX PaKTOPOB pUCKa
paccMaTpuBavCh BO3AENCTBUE PEHTTEHOBCKOIO U3MyYeHNs,
KOHTaKT C XMMWUYECKUMW PacTBOPUTENSMH, FeMOTpaHCdy3uu
B [LETCKOM BO3pacTe, a TaKXKEe NepPEHECEHHbIE MHPEKLIMOHHbIE
3ab0neBaHMsA B HEOHATaIbHOM W PaHHEM JETCKOM Nepuojax
[6, 7]. 31 runoTe3bl 6a3npoBanuch Ha HabmloLeHMSX, CBA-
3aHHbIX C BO3[,EMCTBMEM (DAKTOPOB OKPYKAIOLLLEN cpeabl U UX
npeanonaraeMblM BIMSHWEM Ha UMMYyHHYI0 cucTeMy. OaHou
W3 paHHWX rUnoTes, aKTUBHO 00CYXKAABLUNXCS B HAYYHOM Jn-
Tepatype, bbiia MHEKLMOHHas NpUPOAa BHYTPUCOCYAUCTOMO
TMCTUOLMTO3a. YUEHbIe BbILBUrau NPeAnosoKeHUe, YTO UM-
MYHHas CUCTEMaA YenoBeKa MMEET CNOCOBHOCTb pearnpoBaTh
Ha BTOPXKEHWE YYXKEePOAHOr0 MUKPOOPraH13Ma U3MEHEHNUAMM
BOCMANMTENBHOIO XapaKTepa, CBOMCTBEHHBIMU 1S AaHHOro
3abonesaHns, TeM He MeHee MpUCYTCTBMS BaKTepuUanbHbIX
UMW BUPYCHBIX MUKPOOPraHW3MOB B MOPAXKEHHBIX TKaHAX
B XOZ€ PasfMyHbIX N1abopaTopHO-UHCTPYMEHTAMbHBIX CCHe-
[,0BaHUA He 0BHapYXeHo, YTO U MPMBENO K 0TKa3y OT AaHHOM
runote3sbl [8].

Ha paHHbIN MOMEHT BpEMEHM YCTaHOBJIEHO, YTO BHYTPY-
COCYAMCTBIA MUCTUOLMTO3 UMEET HEOMNacTMYECKOe Mpouc-
XOX[EHME U OTHOCUTCA K rpymnmne TaK Ha3blBaeMblX Ciyyaii-
HbIX NpoNMbepaTUBHBIX MPOLLECCOB, NPU KOTOPLIX CTApTOBbIE
MyTaLuu, onpefensiolme hopM1MpoBaHMe 0NyXoneBoro KIo-
Ha, MPOUCXOAAT CMOHTaHHO. [JocTUKEHWe 3TOr0 MOHMMaHUS
CTano BO3MOXHbIM bnarofiapst nporpeccy B obnactu Mone-
KynsipHoW reHeTuku. MccnenoBaHus nokasanu, YTO KIETKM,
00Hapy1BaeMble B MOPAKEHHbIX TKAHAX NpWU BHYTpUCOCY-
LMCTOM TUCTUOLMTO3E, UMEKT KITOHANIbHOE NPOMCXOXAEHWE
U oTHocATCA K MuenongHoMy pagy [9, 10]. Ocoboe BHUMaHWe
ObINo yaeneHo MyTaumaM OHKoreHa BRAF, B yacTHOCTU My-
Tauum BRAF-V600E, kotopas Bbisnsietcst 6onee yeM B 50%
C/y4yaeB BHYTPUCOCYAMCTOrO rUcTuoumTto3a. Bnepsble 3Ty
MyTaumto onucanm G. Badalian-Very u coasr. [11], a no3gHee
e6€ BbICOKasa YacToTa bbina NoATBEPKAEHA B HE3ABUCUMBIX
MCCNeA0BaHNSX Ha Pa3nnyHbIX KoropTax naumeHToB [11-13].
3TU OTKpLITUS MO3BOSUNM TNYDXKE MOHATb MOJIEKYNAPHbIE
MeXaHW3Mbl 3ab051eBaHUA W CO3L,aTb OCHOBY 151 pa3paboTku
MNOTEHLMaNbHbIX TapreTHbIX Tepanui.

HecMoTps Ha ycnexu MonekynsipHoi buonoru, B Ha-
Y4YHOM C000LLeCTBE NPOJOMKAKT 0BCYKAATBCA pasnMyHble
TEopuUM MaToreHesa BHYTPUCOCYAMUCTOTO TUCTUOLMTO3A.
OpHOM M3 runoTe3 SABNSETCA HapyLUeHWe LeioCTHOCTH
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COCYLMCTOW CTEHKM, YTO CO3AQET YCNOBUA AJIA MUTpaLum
n nponudepaumnu ructmountos. CornacHo MccnefoBaHUAM
E. Rieger u coasr. [3], TpOMBOTMYECKAA OKKITIO3MA MESIKUX
COCYA0B MOXET NPUBOAUTb K MPOHUKHOBEHMIO B KPOBOTOK
Pa3/MYHbIX BELUECTB, TaKUX KaK KpUOrnobynmHbl, KOTopble
WHULMUPYIOT penapaTuBHble U BOCMAnMTENbHbIE MPOLLECChI.
31 npouecchbl BKIKYAIOT aKTMBauMio darouuTapHoi cu-
CTEMbI W 3anycKatoT NpofMdepaLmio MCcTUOLMTOB KaK OfHY
U3 peakuui. Ponb BOCmaneHus Takxe paccMmatpuBanacb
B KOHTEKCTe BO3AEHCTBUA MPOBOCMANUTENbHBIX LUTOKUHOB.
Hanpumep, dakTop Hekpo3a onyxonu anbda (tumor necrosis
factor alpha, TNF-a) 6bin Boigenen N. Okamoto v coasr. [14]
KaK BO3MOXHbIi MeauMaTop BOCManuTeNbHOro 0TBETa, CBS-
3aHHbIA C peBMaToMAHbIM apTpuToM. OfHaKo B3aUMOCBSA3b
MEX Y BHYTPUCOCYLUCTBIM FMCTUOLMTO30M M PEBMATOMUIHBIM
apTPUTOM OCTAETCA AMCKYCCUOHHOM, TaK KaK He BCEraa Bbl-
SIBNSAETCA COBMECTHOE MPUCYTCTBUE 3TUX NATONOMMA Y OfHO-
ro nauuenta [15]. MHbeKUMOHHbIE NpoLeCChl TaKXKe MOryT
UrpaTb KOCBEHHYI0 pofib B maTtoreHese. CornacHo npegno-
noxenuto K. Asagoe 1 coaBr. [4], bakTepuanbHble MHBEKLMN
cnocobHbl NOBpeXAaTh COCYAUCTYI0 CTEHKY, BbI3blBas aKTU-
BaLMI0 BPOXAEHHOrO UMMYHUTETA U MUENOMIHBIX KIIETOK.
37a runoTesa OCHOBaHa Ha HabMOAEHUAX TMNeppeaKTuB-
HOCTU WMMYHHOW CUCTEMBI MPU HEKOTOPbLIX DaKTepUanbHbIX
nHbeKumAX, Ho TpebyeT AanbHelLlero NOATBEPKAEHWA.

KnuHuueckue nposeJieHUA

KoxHble U3MEHEHWs NpU BHYTPUCOCYAMUCTOM TUCTUOLM-
TO3€ NpeACcTaBnsAlT coboi 0AMH W3 KIOYEBbIX LMArHOCTU-
YECKMX MpU3HaKoB 3aboneBaHus. B bonblwmHCTBE CnyyaeB
OHM NpOABNAKTCS QUONETOBLIMU MATHAMM, JIOKaNN30BaH-
HbIMU NPEUMYLLIECTBEHHO Ha TYNOBULLE U KOHEYHOCTSX [16].
Mpn BHYTPUCOCYAMUCTOM TUCTUOLMTO3E, acCOLMMPOBAHHOM
C PeBMaTOMAHbIM apTPUTOM, KOXHble MOPaXKEeHWs 4acTo
BO3HMKalOT B 0611aCTW CycTaBOB, MOpaXKEHHbIX OCHOBHBIM 3a-
boneBaHueM, 1 B UX HeMocpeAcTBeHHon bamsoctu [17, 18].
XapaKTepHble CUMMTOMbI BHYTPUCOCYAMCTOrO MMCTMOLMTO3a
BKJTKOYAIOT MJIOX0 04epYEHHbIE IpUTEMATO3HbIE NATHA, bnsLL-
KM, Y3eNKM 1 nanynbl. B HEKOTOpbIX Cryyasx KOXHble U3Me-
HEHWs MOryT NproBpeTaTh CeTHaTyr opMy, HaNoMUHAKLLYH
NMBEJ0, YTO 3aTPYLHSET UX AuddepeHUManbHyo AMarHocTu-
Ky ¢ apyrumm Backynonatusmu [19]. MHTepecHoit ocobeHHo-
CTblO ABNSKOTCA ManynésHble 37eMeHTbI, pacronaraoLmecs
BOO/b COCYAMCTOrO pycna B JIMHENHOM, BOJHOObOpa3HOM
WNM BETBUCTOM MOPSZKE, YTO YKa3biBaeT Ha MpsAMYH CBA3b
MaToNorMyecKoro npouecca ¢ cocyfamm, NoAYEPKMBas co-
cyauctyio npupoay nopaxenuii [20]. Ewe ogHMM BaxHbIM
CUMMTOMOM BHYTPUCOCYLMCTOTO TFUCTMOLMTO3a SBNISIETCS
OTEYHOCTb B MOPaXKEHHbIX 00M1acTAX, KOTOpasi MOXeT bbiTh
BbIPAXXEHHOM W COMPOBOXAATbCA U3MEHEHUEM LIBETA KOXMU
[21]. boneBoi CUHAPOM NpY BHYTPUCOCYAUCTOM MMCTUOLMTO-
3e HabmogaeTcs He y BCeX MaLMEeHTOB: OAHU MOTYT UCTIbIThI-
BaTb AMCKOMMOPT UM AaXe UHTEHCHBHbIE BoNeBbIe OLLyLLe-
HWSA B 30He NMOPAXEeHUS, TOTLA KaK pyrue He NpesbsBAsT
*anob Ha bonesHeHHocTs [21, 22].
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MNporHo3 u akTopbl pucka

MporHo3 npu BHYTPUCOCYAMCTOM TUCTMOLMTO3E Bapbu-
PyeT 1 3aBMCUT OT MHOXeECTBa (aKTOpOB, Cpeay KOTOpbIX
BbILENAOT BO3pacT Hayana 3abonieBaHus, npu 3toM bonee
PaHHMIA AebIOT YacTo accoumumpyeTcs ¢ HebnaronpusTHBIM UC-
X0A0M. 3T0 CBA3aHO C TeM, YTO B IETCKOM Bo3pacTe 3abone-
BaHWe MOXET UMeTb Donee arpeccuBHOE TeYEHME, Nopaxas
He TONIbKO KOXY, HO U BHYTpeHHWe opraHbl. [pyrumu 3Ha-
YuMbIMM (aKTopamu ABNIAIOTCA TUN 3abonesBaHns, Naowwaab
nopakeHus, a TakKe CTeneHb BOBMIEYEHHOCTM BUCLIEPaNbHbIX
OpraHoB. Y NauMeHTOB C reHepanu3oBaHHOM (HOPMON BHY-
TPUCOCYAMCTOr0 FUCTUOLMTO3a, BKIIKOYAIOLLEN NOpaXKeHue
NETKNX, CepALa, LeHTpanbHON HEpPBHOW CUCTEMbI UNW 3HA0-
KPUHHbIX OpraHoB, MpOrHo3 yxyAwaeTcs. Takue ocnoxHe-
HWA, KaK HecaxapHblii AvabeT, 3HL0KPUHONATUW, NOPaXKEHME
KOCTHOI TKaHW, a TaKkxe 3yH0B, CyLLECTBEHHO YBENMUMBAIOT
pucK HebnaronpusTHoro ucxoaa [23]. JleTanbHOCTb NpU BHY-
TPUCOCYAMCTOM TMCTUOLMTO3€e BO3PacTaeT B Cilyyae nporpec-
cupytoLLero TeyeHus 3aboneBaHus, KOrfa natoiorMyeckui
MpOLecC CTaHOBUTCS HEKOHTpONMpyeMbIM. [lporpeccupoBa-
HWe COMPOBOXAAETCA YBENMYEHWEM MOLLAAN MOPaXeHUs,
YCWIEHWEM BOCMANMTENbHBIX PeaKLMiA U pa3BUTUEM OCIIOXK-
HEHWIA, KOTOpPbIE MOTYT BKJIKOYATh TAKENbIE CUCTEMHbIE Ha-
pYLLEHUS.

OMUCAHUE C/TYHAA

0 nauuenTe

MaumenTka L., 18 net, obpatunack K gepMmartonory c xa-
nobamMu Ha CoCTOSHWE KOXM B 00/1acTU LUEM W BOMOCUCTOM
4acTu ronoBbl.

AHamne3 3abonesarus. B 2020 ropy BriepBble 3amMeTuna
BbICbINaHMS B BUAE PO30BaThiX Y3eJKOB pa3MepoM 1-2 MM
B AnameTpe KaxAabin. Co BpeMeHeM 3TW Y3eNIKM Hayanu
pacnnbiBaTbcs, obecueunBatbes, a benble nATHa, obpaso-
BaHHble Ha UX MeCTe, YBEIMYMBANIACH B pa3Mepe, NMpU 3TOM
HWKaKUX HENPUATHBIX OLLLLIEHWA He BO3HMKaNO. MaumneHTKy
HW4ero He becnokouno, oHa He obpallanack K Bpa4aM-cne-
LManucTam, B TOM YUCHE K AepMaTonory, U, KaKk CneacTBue,
HWKaKOro fleyeHns paHee He NPOBOAMNIOCE.

AHamue3 xcu3Hu. ConyTtcTBylowmx 3aboneBaHuii Her,
0[JHaKO MauMeHTKa HabniofaeTcs y 3HAOKPUHONOra B CBS-
31 ¢ gUPdy3HBIMU U3MEHEHUSMU LLMTOBUAHOW JKenesbl.
3a 4 Mecsua 6bino0 3aMeyeHO YMeHbLUEHME Macchl Tena
Ha 6 Kr be3 Kaknx-nnMbo orpaHnyeHuii B pauuoHe. lMauueHTka
oTpULaeT ynoTpebneHne Tabaka, anKkorons U HapKOTUYECKUX
cpeAcTB. [eHeTUYECKMe 0CODEHHOCTH M pe3ynbTaThl annepro-
NIOTMYECKOr0 aHanM3a He OTIMYAKTCA OT CTaHAAPTHbIX.

Pe3ynbTatbl pusmnkanbHoro, 1abopatopHoro
U UHCTPYMEHTaNIbHOro uccnepoBaHua
llpu ocmompe (status localis) nopaxeHue Ha KOX-

HOM MOKPOBE MMEEeT OrpaHMYeHHbIN XxapakTep. Jlokanusy-
eTCA B TOJIbKO B BEPXHeli YacTu Tesla NaumMeHTa, a UMeHHO
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Ha nepefHen, NpaBoii 6OKOBOK, 3aHEOOKOBOI 1 3aaHel No-
BEPXHOCTAX LueK. Ha nepepnHeii 1 npaBoi 60KOBOW MoBepx-
HOCTSIX LLen B MpoLecce 0CMOTpa 0bHapyKuBatoTca namnysbl,
pa3Mep KOTOpbIX focTuraeT 2—4 MM B anameTpe (puc. 1). MNa-
ny”nbl UMetoT BenoBaTbI OTTEHOK, COLepKaT B cebe BKpanne-
HWS PO30BATbIX TOYEK B LEHTPASIbHOM YacTy, UMEIOT NIOTHYH0
KoHcucTeHumo. OfiHa U3 nanyn paclumpuiach o pa3MepoB
BnawKm, omameTp Kkotopon coctasun o 1,5 cm. MopaxeHue
Ha 3agHebOKOBOW NOBEPXHOCTU LLUEN MPeACTaBEHO reMop-
parnyeckuM y3enkoM. 0bpa3oBaHue mopobHoro pona, co
C/I0B MaLMEHTKM, BO3HWKIIO OKONo 2 MecsueB Ha3ad. le-
MOpparuyecKkuii y3enoK yBeIMuunca B paamepax C TeYeHUeM
BpeMeHM 1 cTan bonee 3aMeTHbIM. CyObeKTUBHBIX OLLYLLIEHWH
HeT. Koxka BHe o4yaroB mpejcTaB/eHa 3arapoM Ceporo Lige-
Ta C YETKOW HUXKHEN rpaHMLen n bosiee pa3MbIToi BEPXHEN
yacTblo.

JlabopamopHo-uHcmpymMeHmaneHas dua2HOCMUKA.
PesynbTaTbl MPOBeAEHHBIX WCCNEA0BaHUIA KPOBU U MOYM
B Mpefenax HopMbl. Pe3ynbTathl 61oxvMMmyeckoro aHanmusa
KPOBW CBULETENbCTBYIOT 0 HEKOTOPOM CHUXEHUM YPOBHS
komnoHeHTa C3 (73 Mr/pn npu HopMe 88-201). Mpm ructono-
TMYECKOM UcCnefj0BaHUM BuonTaTa Koxu, B3ATOTO U3 OAHO
nanynbl, BbISBMIEHO 3HAUYUTENbHOE YBENMYEHWE KOMMYECTBa
PacLUMPEHHbIX 1 TPOMBUPOBAHHBIX COCYL0B B IEPME, IEMOH-
CTpUpytoLwmMX nponndepaumio no KnyboukoBoMy Tuny. B He-
KOTOpbIX COCYAax 0bHapyeHbl YKPYNMHEHHBIE KNETKU CO Cna-
606a30hMNbHBIMK 8APaMK U 303MHOPUIBHON LUTONIA3MON,
KoTopble CBOBOAHO pacronoeHbl B MPOCBETE KPOBEHOCHbIX
cocynoB (puc. 2). Kpome Toro, 3amKcpoBaHO MOJKOXHOE
KpOBOM3NUAHME. 3HAUMTENIbHOE KOJIMYECTBO MOHOHYK/Ieap-
HbIX KNIETOK C NEepUBACKYNSAPHOI M NepuafHeKcanbHoi o-
Kanu3aumen LeMOHCTPUPOBANM WMMYHOMUCTOXMMUYECKYIO
peakuuto Ha CD68 (KP-1), npu 3ToM He aKcnpeccupoBanv 06-
wme ans neikountos aHTurensl CD3 n CD20 (puc. 3). Yactb
3HA0TENIMANbHBIX KIETOK 3KcnpeccupoBana aHtureHsl CD31
1 CD34. Cocypabl okasanucb HeraTMBHbIMU Ha benok D2-40.
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Ilnarxos

Ha ocHOBaHMM KNMHMYECKMX [aHHBIX U Pe3ynbTaToB M-
CTOJIOMMYECKOro MCcC/e0BaHNs bronTaTta yCTaHoBEH KIMHU-
YEeCKMN AMarHo3: «BHyTpUCOCYANCTbIA FMCTUOLMTO3Y.

JleyeHue

Mocne NocTaHOBKM AMarHo3a NaLMeHTKe Ha3HayeHo non-
HOe yAaneH1e NopaKEHHbIX Y4aCTKOB KOXKM C NOCNeaytoLLen
06paboTKoi LLIBOB aHTUCENTUYECKUM PacTBOPOM (CMIMPTOBOVA
XnopreKcuamH unu betaguH) U exxefHeBHOW CMeHOW mo-
BA3KW. B TeueHue nocnepywowmx 2—-3 gHel, HaXxoAACh B A0-
MaLLHKX ycnoBusX, Obl1o npeanucaHo obpabatbiBath no-
BPEXAEHHbIE 00/1aCTU KOXKHOrO NOKPOBA A0 3—4 pa3 B CyTKM
6e3 npuMeHeHWs NOBA3KU.

WUcxoa 1 nporyos

B pe3ynbrate Ha3Ha4eHHOro sie4eHnsa LOCTUTHYTO NoJiHoe
BbI3[,0p0OBJIEHNE oe3 nocnepywouiero B0300OHOB/IEHNS NaTo-
Jlorn4ecKoro npowecca.

ObCYXOEHWUE

BHyTpucOCYAMCTBIA TUCTMOLMTO3 — MaslOU3yYeHHOe
3aboneBaHue, NpoLecc ero AMArHOCTMKU CrheuuanucTamu
CYLLECTBEHHO 3aTPyLHEH. BBMAy HeyacToi BCTpeuyaeMocTu
U HecneumdUYHOCTU CUMMTOMOB BHYTPUCOCYAMCTOrO M-
CTUOLMTO3a BO3HMKAIOT C/IOXHOCTM B MpOLIECce NOCTAHOBKY
BEPHOro AvarHo3a 1 npoBefeHus auddepeHUmansHon ana-
THOCTUKW, YTO B CBOK 0Yepefib YPeBaTO HEKOPPEKTHBIM Ha-
3HayYeHMeM Tepanuu U ycyrybneHueM cOCTOSHUSA MaLMeHTa.
[pMepoM TaKMX CNOXKHOCTEN MOXKET CNYXUTb Pa30bpaHHbIN
HaMM KIMHWYecKuin cnyyan. uddepeHumansHas auarHoctu-
Ka MpoBoAMnach C Liefbl UCKIIOYEHUs NaTonorui, uMeto-
LUMX CXOAHblE KIMHUYECKUe NposiBnieHus. PesynbTathl aep-
MaTOCKONUM U TUCTONOTMYECKOr0 MccnefoBaHus buonTata
KOXM Cbirpanv KITOYeByH posib B MOATBEPKAEHUM AMarHo3a

Puc. 1. [lepmatocKonuyecKas KapTuHa BHYTpUCO-
CYAMCTOr0 FUCTMOLMTO3a KOXM: 3pUTEMATO3HO-Ma-
MyNE3HbIA 31EMEHT KOXU NepesHen NOBEPXHOCTM
wew. [®oto u3 apxusa PHUMY um. H.W. MNuporosa.
My6nu1KyeTcs BrepBble C paspeLueHns agMUHUCTpa-
LMK yupexaeHus].

Fig. 1. Dermatoscopic picture of intravascular skin
histiocytosis: erythematous-papular element of
the skin of the anterior surface of the neck. [Photo
from the archive of the Russian National Research
Medical University named after N.I. Pirogov.
Published for the first time with the permission of
the administration of the institution].
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Puc. 2. Mukpockonuyeckoe UccnefoBaHue (OKpaLLMBaHUe reMaToKCUIMHOM 1 3031HOM, x200): B COCOYKOBOM Crl0e AepMbl ONpeaensioTcs IKTasupoBaH-
Hble MOJIHOKPOBHbIE COCYAbl KAMWIIAPHOTO TUMA C HAJIMYMEM B MPOCBETE IPyMM TECHO PAcMOOMEHHbIX TMCTUOLMTOB C Ba3o(hubHBIMM SipaMU 1 3031~
HobMNbHOI LMTonNasmoti (ctpenkm). [Poto u3 apxuea PHUMY um. H.W. TuporoBa. Mybnmkyetcs Bnepsble ¢ paspeLleHns aAMUHUCTPaLMK YUpeXaeHus].
Fig. 2. Microscopic examination (staining with hematoxylin and eosin, x200): in the papillary layer of the dermis, ectatized, full-blooded capillary-type
vessels are detected with the presence of groups of closely spaced histiocytes with basophilic nuclei and eosinophilic cytoplasm in the lumen (arrows).
[Photo from the archive of the Russian National Research Medical University named after N.I. Pirogov. Published for the first time with the permission
of the administration of the institution].
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Puc. 3. MuKpockonuyeckoe uccnepoBaHue (OKpalLMBaHWe reMaTOKCUNMHOM M 303uHOM, X200): B PeTUKYNSIPHOM CJloe AepMbl OfpefenstoTcs nepu-
afiHeKcarbHble M NepuBacKyNspHble MMdouMTapHble MHGUNbTpaThl (cTpenkm). [@oto u3 apxmsa PHUMY um. H.W. Muporosa. My6nukyetcs Bnepebie
C paspeLLenns afMUHUCTPALINKN YYpeXAeHNs].

Fig. 3. Microscopic examination (staining with hematoxylin and eosin, x200): periadnexal and perivascular lymphocytic infiltrates are detected in the
reticular layer of the dermis (arrows). [Photo from the archive of the Russian National Research Medical University named after N.I. Pirogov. Published
for the first time with the permission of the administration of the institution].

BHYTPUCOCYAUCTOr0 rmcTMoLnTo3a N HasHa4eHN aleKBaTHO-
ro NeyeHus. 3Tn MeToLbl UCCNIe0BaHNSA NO3BOSIUNMN BbISBUTH

3aboneBaHue pa3BuMBaeTCA Ha (bOHe noaocTporo 6a|<TepV|—
albHOr0 3HO0KapAuTa, a TakKxe 3aboneBaHui cepaedHo-co-

XapaKTepHble M3MEHEHWs COCYAMCTON CTPYKTYPbl U KIEToY-
HOW MHUIbTPaLMM, MOATBEPIKAAIOLLME HaNMUME BHYTPUCO-
CYZAMCTOrO rUCTUOLMTO3A.

OfHOM M3 0COBEHHOCTEN BHYTPUCOCYAMCTOTO TUCTUO-
LMTO3a ABNISETCA €ro CBA3b C Pa3NIMYHBbIMUA UHEKLMOHHbI-
MM U CUCTEMHbIMK 3aboneBaHMAMK. B HekoTopbIX Cryyasx

DOl https://daiorg/10.17816/dv653977

CyAmcTOl cucTeMbl, neyeHu 1 novek [4]. C. Demirkesen u co-
aBT. [1] NpeanonoXunm, 4to BHYTPUCOCYAUCTLIA TUCTUOLMTO3
MOXXET C/TY}KMTb NATOrMCTONOMMYECKUM MapKepoM Ans bonee
CepbE3HbIX COCTOSAHMIA, TakUX Kak GonesHb KpoHa, capkou-
103, TYOepKYNES, a TaKKe HEeKOTOPbIX OHKONOTUYECKUX 3a-
BoneBaHuin, 0LHAKO Ba)KHO OTMETUTb, YTO B PEAKMUX CIydasx
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BHYTPUCOCYAMCTBINA MMCTUOLMTO3 MOXKET BO3HMKATh y COMa-
TUYECKU 3[0POBLIX Ntofei [24].

OpHol 13 Hanbonee 4acTo YNOMMHaeMbIX accoumaLmi
BHYTPMCOCYAMCTOr0 MMCTMOLMTO3a SIBASIETCS €ro CBA3b C PeB-
matouaHbiM apTputoM. C.H. Mensing u coaBT. [25] BblaBK-
HY/IM TUMOTE3Y, YTO BHYTPUCOCYAMCTBIA MUCTUOLMTO3 MOXKET
npeACTaBnATb COOOM 3aBepLUAtLLY0 CTAJMI0 PeaKTUBHOIO
aHrmoTennomaro3a. 3adUKCMpOoBaH TaKkXKe HeobbIuHbIN Ciy-
Yaii, B KOTOPOM 060CTpeHWe TOH3WINUTA NPUBENO K pas3Bu-
TUIO BHYTPUCOCYLMCTOTO FMCTMOLMTO3a, YTO MOAYEPKUBAET
BO3MOXHYH pOJib BOCMANMTENbHbIX NPOLLECCOB B NaToreHese
3aboneBanus [4].

Ha ceromHsLWIHWIA AeHb He CyLLecTBYEeT eAMHOr0 CTaHAap-
Ta Jle4YeHUs BHYTPUCOCYAMCTOrO MMCTMOLMTO3a, YTO CBA3aHO
C MHAMBUAYabHBIMU 0CODEHHOCTAMM KaXo0ro KIIMHUYECKO-
ro ciydas, TpeOyloLLero nepcoHanu3MpoBaHHOTO NOLXOAA.
B MeauuMHCKOW nuTepaType 0TMeYaeTcs, YTO AJ1S JieYeHus
BHYTPUCOCYAMCTOTO0 FMCTMOLMTO3a MOrYT MCMOMb30BaThCS
npenapaTbl CTEPOMOHOr0 MpOUCX0XAeHus, obnapaioLime
NPOTUBOBOCNANUTENBHEIMA M UMMYHOMOZY/IMPYIOLLMMM
ceoicTBamu [1, 22], ogHaKo ux 3 deKTMBHOCTb BapbupyeT
B 3aBUCUMOCTU OT OPMbI U cTagum 3abonesanus. B cnyyasx
BTOPUYHOIO BHYTPUCOCYAMCTOTO TMCTUOLMTO3a, BbI3BAHHOIO
OCHOBHbIM 3abonieBaHWeM, yCMeLlHoe NieyeHue 6a3oBoro
MaTosIorMYecKoro MPoLLecca MOXET MPUBECTU K YMYULLEHWHO
COCTOSHMA NaumeHTa. HanpuMep, npy accoumauum ¢ peBMa-
TOMAHBIM apTPUTOM MONOXKUTENbHBIA 3PHEKT MOXET ObITh
AOCTUTHYT C MOMOLLbI0 UMMYHOZENPECCaHTOB U aHTULMTO-
KuHOBOW Tepanuu [16].

3AKJTIOYEHUE

OnucaHHBIN KITMHUYECKWIA CIydaidl UMeeT 0CcobyH LieH-
HocTb bnaroaaps cBoen peiKoOCTU U YHUKanbHOCTK. Takue
HabMIOAEeHNA UrPaloT KIKYEBYKD POJib B HAKOMMEHUM 3HA-
HWW O BHYTPUCOCYAMCTOM TMUCTUOLMTO3€, YTO MO3BONSET
BpayaM AuddepeHumpoBaTh 310 3aboneBaHue OT Apyrux
NaToNorui, UMEHLLIMX CXOLHbIE KOXHble NposBneHus. Cno-
COBHOCTb CBOEBPEMEHHO pacno3HaBaTb BHYTPUCOCYAUCTbIN
TUCTUOLMTO3 KPUTUYECKM BaXKHa, TaK KaK OT 3TOro 3aBu-
CAT KOPPEKTHOCTb JIeYEeHWUs U, CNef0BaTeNlbHO, NPOrHO3
ANS NauueHTa.

OAHOM M3 rnaBHbIX NPob/eM, CBA3aHHbIX C BHYTPUCOCY-
AVUCTBIM TUCTUOLIMTO30M, OCTAETCA OrpaHNUYeHHas MHOPMK-
POBaHHOCTb MeMLMHCKOro coobLuecTBa. HecMoTps Ha onu-
CaHUA OTAENbHBIX C/ly4aeB, CUCTEMATU3MPOBAHHBIX AaHHbIX
06 3TMonoruu, natoreHese U 3PGHEKTUBHBIX METOfAX Jieye-
HWA HeJoCTaTouHO. IpoJoMKEHNE HayYHBIX UCCNeA0BaHUI
B 3TOM 0bnacTu ABnsetcs npuoputeTHoi 3apadei. Ocoboe
BHUMaHWe cnepyeT yAeNsTb U3yyeHWo (GaKTopoB, BAMSIO-
LUMX Ha pa3BMTUE M MPOrpeccupoBaHne BHYTPUCOCYAMUCTOrO
rMCTUOLMTO3a. 3TO MO3BONUT He TOJbKO Jyylle MOHUMaTb
MeXaH13Mbl 3a6011eBaHNS, HO U BbISIBNATL HOBbIE AMArHOCTY-
YecKue MapKepbl, KOTOpbIe NOMOryT BpayaM bbicTpee CTaBUTb
NpaBUbHBIA AUarHo3.
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loBbieHMe 0CBELOMIEHHOCTM CMELMaNUCTOB, MpoBe-
[eHve 00yyaloLLMX CEMUHAPOB M NybaMKaLMs KIMHUYECKUX
HabmoaeHnin cnocobeTByOT 6osee LWMPOKOMY pacnpocTpa-
HEHWUIO 3HaHWI O BHYTPMCOCYAMUCTOM rucTuoumto3e. [loctu-
)KEHWe 3TUX LieNlel UMeeT NPaKTUYecKoe 3HaYeHWe: paHHss
AMarHocTUKa No3BOJIUT CBOEBPEMEHHO HauuHaTb NeyeHue,
OPMEHTUPOBAHHOE KaK Ha YCTpaHeHuWe camoro 3abonesaHus,
TaK W Ha KOPPEKLMIO CBA3aHHbIX NaTONOMMA, YTO, B CBOIO 0Ye-
pefb, YAyYLWWT NPOrHO3 As NaLMEHTOB, YBENUYMB BEPOAT-
HOCTb MOJIHOrO BbI3A0POBMIEHNSA UMW LOCTUKEHUS CTOWKOM
peMmccum.

AOMO/THUTENIbHAAA UHOOPMALIUA

Bknap aetopos. [1.B. bynaHoB — KypupoBaHue 1 AopaboTka YepHOBOM
Bepcun ctatbu; H0.C. MopBepbHas — cbop nMTepaTypHbIX UCTOYHUKOB,
MOAroTOBKa W Han1caHWe UCXOAHOro TeKCTa cTaTby. Bee aBTopbl 0406puim
pyKonuch (Bepcuio Ans NybnmKaumm), a TakKe COrNacUnImMch HECTU OTBET-
CTBEHHOCTb 3a BCe acneKThbl paboThbl, rapaHTUpys HafexalLee paccMoTpe-
HWe U peLLeHVe BOMPOCOB, CBA3AHHBIX C TOYHOCTBLI0 M A06POCOBECTHOCTBI
nioboi eé yactu.

Cornacue Ha ny6nmkauumio. ABTopbI Noy4UaM NUCbMeHHoe MHhOPMMPO-
BaHHOe [06pOBOSIbHOE COracue NauMeHTa Ha NybamnKaLmio nepcoHanbHbIX
LaHHbIX, B TOM Yucnie doTorpaduii (C 3aKpbITMEM NLA), B HAY4YHOM Kyp-
Harle, BKJII0Yast ero 3M1IeKTPOHHYI0 Bepcuio (nata nognucaqus: 28.10.2024).
061EM NybMKyeMbIX AaHHbIX C NaLMeHTOM COrNacoBaH.

WUcTounukm dpunancuposanms. OTcyTcTByIOT.

PackpbiTue uHTepecoB. ABTOpbI 3asBASIOT 00 OTCYTCTBUM OTHOLLEHWA,
LeATeNbHOCTY M MHTEPECoB 3a NocNefiHUe TPU roAa, CBA3aHHbIX C TPETbU-
MW iULaMU (KOMMEPYECKUMU U HEKOMMEPYECKMMM), MHTEPEChl KOTOPbIX
MOTYT ObITb 3aTPOHYTbI COAEPXHAHUEM CTaTbU.

OpuruHanbHocTb. [1py co3naHum HacTosLLen paboTbl aBTOpbI He UCMOSb-
30BaM paHee 0ny6IMKOBaHHbIE CBELEHUS (TEKCT, UINICTPALIMK, lAHHbIE).
HocTyn K paHHbIM. PeflaKUMOHHas NOSUTUKA B OTHOLLEHUW COBMECTHOMO
MCMONb30BaHNS AaHHBIX K HAacTosiLLeli paboTe HeNpUMeHUMa, HOBbIe flaH-
Hble He cobupanu u He co3aasanu.

leHepaTUBHbIA UCKYCCTBEHHbIW MHTENNEKT. [1py cO34aHMM HACTOALLEN
CTaTbW TEXHOJIOTUM FEHEPaTUBHOTO WUCKYCCTBEHHOrO MHTENNIEKTa He UC-
nosb30BanM.

PaccMotpeHnue u peueHsupoBaHue. Hactosias pabota nogaHa B xyp-
Han B MHWLMATUBHOM MOpSiKe M paccMoTpeHa no 0bbi4HON NpoLieaype.
B peLieH3upoBaHMM y4acTBOBaM [Ba BHELUHUX PELiEH3eHTa W HayuHbI
PeLaKTop U3[aHus.
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