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HOBeHUIbHas KcaHTorpaHysiema — HanboJsiee 4acTbii KIMHUMYECKUI BapuaHT rucTmoynto3a Kiaacca ll. B gaHHou ctatbe
rpeacTaB/ieHbl ABa KIMHWYECKUX HabGIloAeHUsT Nanya0HOAYASIPHON GOPMbl IOBEHUIbHOM KCaHTOrPaHy/aeMbI, XapaKTepu-
CTUKa 3NUAEMMOSIONMYECKMX AaHHbIX, KITMHUYECKUX M MTMCTOJIOMMYECKMX 0COBEHHOCTEN 3ab0/1eBaHns. YunTbiBas TPYAHOCTH
ANarHOCTUKU U HEBbICOKYIO YacTOTy AaHHOM pOopMbl 3ab60/1eBaHWsi, 0C060€e BHUMaHUE yae/IeHO Bornpocam AndpepeHLimnaib-
HOro gmMarHosa; npeAcTaBieH aaropuTM 06Cae40BaHMs NaLMEeHTOB C NOA403PEHNEM Ha OBEHWbHYIO KCaHTOrpaHynemy a1s

HCKJIlDYEeHUs1 CUCTEMHOIO rnpoLecca.

KnroyeBble cnoBa: 10BeHWU/IbHas KCaHTorpaHyiema, rmCTMoLMTO3, AMarHoCcTUKa, AMppepeHumnanbHblil guarHos, 4eTu.

(Mepnatpuyeckas papmaxonorus. 2014; 11 (6): 80-82)

BBEAEHUE

HOBeHUnbHas KcaHTorpaHynema (KOKI) oTHocuTcs K
rpynne HenaHrepraHCoKIeToYHbIX rucTnountosos (HKI).

HJTKT, nan ructmoumTtos Knacca |l, — 310 obwupHas
rpynna pPOACTBEHHbIX 3a60neBaHWUN, XxapaKTepu3yloLmX-
cs nponudepaument rMCTUOLMTOB, OTAMYHBIX OT KNEeTOK
NaHrepraHca.

MNMatoreHes HJIKI HendBecTeH. BonbWKWHCTBO ero Gpopm
CYMTalOTCA peaKTUBHbIMKW 3ab60NeBaHUAMU 6€3 KIWHU-
YECKMX MPU3HAKOB 3/10KAYEeCTBEHHOIO NEepepoXaeHus,
HO HeKoTopble GOPMbI, Kak Npu rucTmoumTose Knacca |,
MOTYT 6blTb UHBA3UBHbLIMMU.

OKI' coctaBnsier 80-90% Bcex cnydaeB HJIKI. Mpwu-
mMepHo B 80% cnyyaes HOKI npoaBnseTrcs Ha nepBoM roay
YKM3HU, UMeeT JO6POKayYeCcTBEHHOE TEYEHNE C CaMOMNpPOun3-
BOJIbHbIM pPa3peLleHNEM INEMEHTOB B TeHEHUE HECKObKMX
NeT; UHorga QUKCHMpyeTcs BPOXKAEHHbIN XapaKtep 3ab6o-
neBaHus.

KIMHUYECKOE HABNTIOAEHME 1

[eBo4yka, 6 mec. Pogutenn obpaTtunacb C Kanobamu
Ha BbICbINaHUA y pe6eHKa Ha KOXKe rofioBbl, TYN0BULLA.

N3 aHamMHe3a M3BECTHO, YTO B Bo3pacTe 3 MeC poau-
TEeNn BMNepBble 3amMeTUIM BbICbINAHUS Ha KOXe roNoBbl,
B TEYEeHWe nocneaylollero Mecsua — aHanorumyHble ane-
MEHTbI Ha KOXXe TyN0BMLA, FrOfIeHK, 3a YLUHOW PaKOBUHOW.
[leBOYKa HEOAHOKpPaATHO 6blia KOHCYNbTUPOBaHa pasnuy-
HbIMK cneumanucTamu r. MOCKBbI, rAe BbICTaBASIUCL guar-
HO3bl NANWIIOMaBUPYCHOM MHDEKLIMK, BUPYCa KOHTarmos-
HOrO MOJITIOCKA.

Ha MomeHT obpallueHns K gepmatonory Hay4Horo ueHT-
pa 340pOBbSi AeTer KOXHbIM npouecc 6bln npeacTaBieH
MHOXECTBEHHbIMU ManyAoHOAYASAPHBIMU 3fEMEHTAMU Ky-
nonoo6pa3Hon GopMbl PO30BOr0 WM KENToBaToro LBe-
Ta C rnagkon noBepxHoCTbio pa3mepom oT 0,3 ao 0,7 cm
B AMaMETpe, PacroNOXKEHHbIMU Ha KOXe ronoBbl, FPyau,
CMWHbI, FONIEHEeN, 3a YLWHOW PaKkoBMHOM (puc. 1—3).
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Cases of Disseminated and Giant Juvenile

Xanthogranuloma in Children

Juvenile xanthogranuloma is the most common clinical variant of the class Il histiocytosis. This article presents two clinical observations
of papulonodular juvenile xanthogranuloma, specification of epidemiological data, clinical and histological peculiarities of the disease.
Due to difficulty diagnosing and low incidence of this form of the disease, specific attention is given to the issues of differential
diagnosis; the article also present an algorithm for examining patients with suspected juvenile xanthogranuloma in order to rule out a
systemic process.
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Puc. 1. [ManynoHoaynspHble 3NeMeHTbI
Ha KOXKe rofioBbl

Ha oCHOBaHWM KAMHWMYECKOW KapTWMHbI 60ne3HM Obina
AMarHocTMpoBaHa pacnpocTpaHeHHas IOBEHWNbHAsA KCaHTO-
rpaHynema. [ns noaTBepKAeHUs AnarHosa 6bliv npoBeae-
Hbl TMCTO/IOMMYECKOE M UMMYHOTMCTOXMMUYECKOE UCCNeao-
BaHMS. NS UCKIOYEHMS CUCTEMHOCTM NPOLIECCa Ha3HAY€EHbI
yNbTPa3BYKOBOE MCCeAOBaHWE BHYTPEHHUX OPraHoB, HEW-
pocoHorpadus, KOHCynbTalMsa OKynucTa. [laTonornyeckmx
M3MEHEHUI CO CTOPOHbI BHYTPEHHWX OPraHOB He BbISIB/IEHO,
MopdonornyecKkas KapTuHa nNpy rmMcToNorM4ecKom 1uccneao-
BaHWW COOTBETCTBOBana avarHosy «HOBeHUNbHas KCaHTo-
rpaHyneman.

KNIUHUYECKOE HABNTIOAEHME 2

[eBouka, 13 mec. Pogutenn o6patunncb ¢ anobamu
Ha nosiBieHne y pebeHKa y310B Ha KOXe rofioBbI, Leu, Cnu-
Hbl. [epBble 31EMEHTbI CbiMY OBGHAPYKMIN HA KOXKE roMoBbI
M weun B Bo3pacte 2 mec. C 4 mec OTMEYEHO HapacTaHue
BbiCbiMaHW. B Bo3pacTte 6 mec 6blla NMpoBedeHa Kpuo-
[ECTPYKLIMA HEKOTOPbIX 3/IEMEHTOB, YTO CMOCOGCTBOBAsIO
BPEMEHHOMY pPerpeccy, a BNocneAacTBUM — PeLunanBy BbiCbl-
NaHWM Ha NPEXHUX MecTax.

Mpn obpalleHnn: NPoLLEeCC Ha KOXKE BOJIOCUCTOM 4YacTu
ronoBbl, 16a, CMUHbI, YUIHOW PaKOBWHbLI XapaKkTepuaosascs
MHOECTBEHHbIMW MOTHLIMK Nanynamuv W y3fnamMu OKpy-
rnon GopMbl KENToBaTOro LBETa pa3MepoMm OT 3 40 5 MM
(puc. 4). Ha koxke 3aaHe60KOBOM NMOBEPXHOCTH LLIEW CripaBa
oTMeYasncs rmraHTCKum y3en paamepom 2,5X3 cM B guame-
Tpe Ha LWWPOKOM OCHOBAHWM, XKENTOro LBeTa ¢ BUAMMbIMM
NOBEPXHOCTHLIMW Kanunnspamu, rmagkui n 6e360/1e3HEH-
HbIM NMpW Nanbnauuu (puc. 5).

[unarHocTupoBaHa lOBEHUIbHAA KcaHTorpaHynema,
nanysoHoaynspHas Gpopma; peKoMeHA0BaHO o6¢cneaoBaHune
ANS UCKJIIOYEHUSI CMCTEMHOCTM MpoLlecca, XMpypruyeckoe
nccevyeHue ysna ¢ NpoBeAeHUEM TMCTONIOrMYECKOro Mccne-
[lOBaHuS.

Mpn ocmoTpe odTabMONOroM 06HaPYKEHbI UBMEHEHUS
Ha pafyXHon 060104Ke NeBOro rna3Horo A60Ka, xapakrep-
Hble ans KOKT; noparkeHun BHYTPEHHMX OPraHOB HE BbisiB/iE-
HO. MMMYHOIMCTOXMMHUYECKOE WCCNeloBaHUE NOATBEPANIO
[AMarHo3 I0BEHWIbLHON KCaHTOrpaHyneMmbl.

OBCYXAEHUE

[Nna KNMHUYECKOW KapTUHbl IOBEHUIbHOW KCaHTOrpaHy-
NIeMbl XxapaKTepHbl Nany/loHOAyNsSPHblIE 06pa30BaHMUA Kef-
TOBATOro LIBETA Ha KOXE, PeAKO BO BHYTPEHHMX OpraHax npu
OTCYTCTBUMN METaboNMYECKUX HapyLUEHWUN.

Puc. 2. NanynoHoaynsapHble aN1emMeHTbi
Ha KOXe rpyam

Puc. 3. ManynoHoaynsapHble an1emMeHTbi
Ha KOXE rofieHu

Puc. 4. Y3en Ha Ko)Xe ronoBbl Puc. 5. [MraHTtckmi ysen

Ha Koxe Wen

BbioensaioT gBe OCHOBHble KMHMYecKne ¢opmbl HOKI:
nanynesHyto v ysnosatylo. [lanynesHass dopma xapaKTe-
pu3yeTcs OAMHOYHBbIMU WM MHOXeCTBeHHbiMK (ao 100)
NAOTHBIMW MONYKPYIbiIMKM 06pa30BaHUAMKU AMAMETPOM
40 2—5 MM C NpenmyLLeCTBEHHON TOKaNn3aumen Ha Koxe
ronoBbl, MLA; BO3MOMXHbI M [APYyrMe 30Hbl MOpParKeHus.
Y3noBatas ¢opmMa BCTPEYaETCs peXe W npeacraBfieHa
OAHWUM WM HECKONIbKUMM 3NIEMEHTAMM. Y3/bl 06bIYHO KPY-
rmbole, He meHee 10-20 MM B AuaMmeTpe, MHOrAa C Tene-
AHTMIKTa3UAMW. TEPMUH «TUraHTCKas IOBEHU/IbHAA KCaHTO-
rpaHysemMa» NnpuMeHseTca K o6pasoBaHuam 6onee 20 mm.
HepenKo BCcTpeyaroTcs cMellaHHble POpPMbl — C HaMYUEM
KaK Me/IKMX, TaK 1 KPYMHbIX y3/10B.

K Hanbonee TUMWYHBIM BHEKOXHbIM MPOSABIEHUSM
FOKIT oTHOCKTCS MoparkeHWe rnas, KOTopoe MOXKET npea-
lecTBOBaTb MW CNeAoBaTb 3@ KOMXHbIMW BbICbIMaHWUS-
Mu. HOBeHWNbHAs KcaHTOrpaHynema rnasa 4vaue 6biBaeT
O[HOCTOPOHHEN, XapaKTepU3yeTcs MOparKEHWEM paay-
HOM OGONOYKM M MOXKET MPUBECTU K KPOBOMUIIUAHUAM,
rnaykome.

Pegkoe BHeEKOXHOE nposiBAeHuMe nanyne3Hon ¢op-
Mbl FOKI — noparkeHune LEeHTpanbHOM HEPBHOW CUCTEMBbI.
Y3noBataa dopma HOKI yalule conpoBoxaaeTcs CUCTEM-
HbIMW MOPaXKEHUAMM NIETKUX, KOCTEW, MOYEK, Nepukapaa,
TONICTOM KMLIKK, SIMHHUKOB M inyeK. Mpu TakoM BapuaHTe
6blIM 3apPErucTpMpoOBaHbl Cllydan XPOHUYECKOro Muenoua-
HOro nevkosa. OnMcaHbl ciy4yan OAHOBPEMEHHOIO HaNM4yms
nATEeH LBeTa Kode C MOJIOKOM M nanyne3Hon ¢opmbl HOKT,
YTO CNYXMUT MapKepom HenpodmnbpomaTosa | TMnNa Ha nep-
BOM FOJly *XMU3HW [Jaxe Npu OTCYTCTBUM APYrMX AOCTOBEPHbIX
NPU3HAKOB 3TOro HacNeACTBEHHOro 3a6oeBaHus.
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B na6opaTopHbix nokaszatenax npu HOKI oTKInoHeHWH
06bI4HO HE OBHapyXKMBaeTCH, 3a UCKITIOYEHUEM PEOKUX CAy-
YyaeB, NPU KOTOPbIX 3a601E€BaHUI0 CONYTCTBYET XPOHUYECKUI
MWENONAHbIM NENKO3. YPOBHU NUNWUAOB B Te4YeHue 3abone-
BaHMS OCTaloTcsl B Npegenax HopMmbl.

BaKHbIM rucTonorndyecknm Kputepmem HOKI cayxut
HanuMymMe B cpe3ax M3 04aroB MOPaXKEeHWW rucTuoumTap-
HbIX MHOUNBTPATOB 6€3 rpaHysn JlaHrepraHca, 4To aBAseTcs
oblien 0cobeHHOCTbIO Ana MHormx ¢dopm HJTKI. B paHHuMX
oyarax OGHapyXMBAKTC MOHOMOpP@HbIE Henunuaocoaep-
allne rucTMounTapHble MHOUNLTPaThl, PacnoNOXEHHbIE
B BEPXHEMN YacTu UK BO BCEW TOJLLE AepMbl. B 3penbix ane-
MeHTax HOKIT copeprKaTca MeHUCTble KNETKU U FUraHTCKue
KNeTkn TyToHa C€ noKanusauuven B MNOBEPXHOCTHOM CJioe
LEePMbl, HaM4YMe KOTOPbIX CYUTAETCH OCHOBHbLIM OTIMYUTENb-
HbiM npu3Hakom HOKI, ocobeHHO ee nanyne3Hon GopMmbl.
B 3acTtapenbix NoparKeHUsX MOXKET NPUCYTCTBOBaTb GMOBPO3,
OTMeYaeTCs MONOXKUTENbHOE OKpaLlMBaHWe Ha NPUCYTCTBUE
upa. B 6onblwimMHCTBE cpe3oB ructonpenapatoB npu KK
OKpawuBaHue Ha CD68 u daktop Xllla nonoxutenbHoe,
Ho Ha CD1 u 6enok S100 — oTpuuatenbHoe.

OnddepeHunanbHas auarHocTMKa nanynesHon oop-
mMbl FOKI npoBoauTcs ¢ KcaHTOMamu, nanynesHon dopmon
MacToLMTO3a, 3pynTMBHbIM HeBycom LUnuua, reHepanuso-
BaHHbIM 3PYNTUBHbLIM MTMCTUOLUTO30M, KOHTArMo3HbIM MOJI-
NtOCKOM. Y3noBatble GopMbl AUPDEPEHLNPYIOT C Y310BOM
MacTouMToMOon, Hesycom LLinnua, aepmaTtodprmbpomMon, conu-
TapHbIM KOXHbIM PETUKYIOMMCTUOLIUTO30M, TMIaHTCKUM KOH-
TarMo3HbIM MOJIIIOCKOM.

IOKI B 60/bLUIMHCTBE Clly4aeB MMeeT A0OpOKayecTBEH-
HOE TeYyeHue 1 BnaronpuUaTHbIK NPOrHO3: B TedyeHne 3—6 net
HabnoaaeTcsa camonpoM3BOJIbHAA UHBOJIOLMS 3/1EMEHTOB.
Mpwn noparxkeHunn rnas, kotopoe BcTpeyaetca B 0,3-0,5% cny-
YyaeB, MOryT HabMOAATbCA 3HAYUTENbHbIE HAPYLLEHUS 3pe-
HUSA C Pa3BUTUEM TSHKENON BTOPUYHOW rnayKombl. B nto6om
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cnyyae, naymeHtam ¢ OKI Heo6XxoanMMO NPOXOAUTb CKPUHMH-
roBoe o6cnefoBaHue y obTanbmosnora Kaxible 6 mec.

[Mpn CMCTEMHOM NOPaXKEHUN BHYTPEHHMUX OpraHOB Hanbo-
Jlee 4yacTo cTpajaloT nerkue (6onesHb Aparenma—Yecrepa).
PeHTreHoNnornyeckn BbISBASIOTCA MHOMXECTBEHHbIE Y3/0-
BaTble OKpYyr/ible o4aru, HanoMmuHawllme MeTacTasbl.
lMopaxkeHne ne4vyeHn OO6bLIYHO COMPOBOXKAAETCA renaTome-
ranven. B pegkux cnydasx MOryT noBpexaarbcs MUoKapa,
ceneseHKa, NOYKK, LleHTpanbHas HepBHas cuctema, KOCTH,
roHafbl v Apyrne opraHbl. TakKTUKa fevyeHus nogbupaetcs
WHAMBUAYANbHO U MOXET BapbUpoBaTb OT TepaneBTUYECKO-
ro HabAAEHUS 4O XMPYPTUYECKOrO IeYEHUS, XMMMUO- U KOp-
TMKOCTEPOUAHON Tepanuun y nauneHTa.

Mpwn coyetanmnn OKI 1 HenpodmnbpomaTola | TMna cne-
[LyeT MOMHUTb O BbICOKOM PUCKE Pa3BUTUS MWENOWUAHOMO
nenko3a. BoamoxHO coBmecTHOe TedyeHue HOKI ¢ apyrumu
rMCTUOLMTAPHbIMKW 3a60NeBaHUAMMU, HaNPUMeEpP TMCTUOLUTO-
30M M3 KIETOK JlaHrepraHca.

3AK/TIOYEHUE

B aeTcKoM fepmaTonornyeckon MpakTUKe Mbl HEPEAKO
BCTpeyaeMcsi C OAMHOYHbIMKU 3anemeHTaMu HOKI 6e3 nopa-
KEHUSA BHYTPEHHUX OpPraHoB. [JaHHble KIWHUYECKMEe ciy-
Yau NO3BOMMAM HabGNAATb peakyto dopmy 3aboneBaHus,
[LEMOHCTPUPYIOLLYIO pPacnpoCTPaHEHHbIR KOXHbIM MnpoLecc
C HanMymMeM ruraHTckoro anemeHta HOKI 1 conyTcTByOWMM
nopaxKeHWeM BHYTPEHHMX opraHoB. CyllecTBylOLWMIA anro-
puTM o6cnenoBaHua geten ¢ FOKIT no3BonseT noaATBepaAUTb
WU UCKIOYUTb CUCTEMHBIN XapaKTep NopaxeHus, 4To onpe-
aenset ganbHenLWyo TaKTUKY BeAeHUS NauneHToB.

KOH®JIUKT UHTEPECOB

ABTOpbI J@aHHOW CTaTbW NOATBEPAMAN OTCYTCTBUE DUHAH-
COBOW NOAAEPKKN/KOHDIMKTA UHTEPECOB, KOTOPbIN HEOBXO-
AMMo o6HapoaoBaThb.
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