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tOBeHUbHas KcaHTorpaHynema — Haubosee 4acTbik KIMHUYECKUI BapuaHT rMcTMoLmTo3a Kiaacca Il. B gaHHok cTatbe
rnpeacTaB/ieHbl ABa KIMHUYECKUX HabA0AeHUS Nnanya0HOAYASIPHON GOPMbl IOBEHWIbHON KCaHTOrpaHy/aeMbl, XapaKrepu-
CTMKa 3MNUAEMUOSIOrMYECKMX AaHHbIX, KIMHUYECKMUX U MTMCTOIOMMYECKMX 0COBEHHOCTEN 3ab0/1eBaHNs. YduTbiBas TpyAHOCTH
JIMarHOCTUKN M HEBbLICOKYIO 4YaCcTOTy AaHHON pOpMbl 3a60/1eBaHus, 0c060€e BHUMaHue yaeaeHo Bornpocam AnddepeHuymasib-
HOro AnarHo3a; npeActaB/ieH aaroputMm o6cieoBaHUs NaLUMeHTOB C MNO403PEHNEM Ha IOBEHWUJIbHYIO KCaHTOrpaHyaemy Ais

UCKJIDHEeHUs CUCTEMHOIO rnpoLlecca.

KnioyeBble cnoBa: 0oBeHU/IbHas KCaHTorpaHynema, rnCtTmoymnTos, AnarHoCcTnKa, AnpoepeHLmanbHbii AMarHo3, 4eTu.

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

BBEAEHUE

OBeHunbHasa KcaHTorpaHynema (FOKI) oTHocuTca K
rpynne HenaHrepraHCoKNEeTOYHbIX rMcTMoumTo308 (HJTKD).

HJIKT, nam rmctmoumTtos Knacca ll, — 310 o6wnpHas
rpynna poACTBEHHbIX 3a60/ieBaHWUM, XapaKTepU3yioLLMX-
csa nponudepaument rMCTUOLMUTOB, OTIMYHBLIX OT KIETOK
NaHrepraHca.

MatoreHes HJIKI Hen3BecTeH. BoNbWKWHCTBO ero Gpopm
CYMTAlOTCA pPeaKTUBHbIMKW 3a60NeEBAHUAMU 6GE3 KIWUHWU-
YECKMX MPMU3HAKOB 3/10KAYECTBEHHOIO MNEPEPOKAEHUS,
HO HeKoTopble GOPMbI, KaKk Npu ructuoumTose knacca |,
MOTYT 6blTb MHBA3WBHbLIMMU.

FOKI' coctaBnsier 80-90% Bcex cnyyaeB HJIKI. Mpwu-
mepHo B 80% cnyyaes HOKI npoaBnsercs Ha nepBoM rogy
M3HW, UMeeT JO6POKaYeCTBEHHOE TEYEHNE C CaMOMNPOU3-
BOJIbHbIM Pa3peLIEHNEM SNEMEHTOB B TEHEHUE HECKObKMX
NeT; nHorga GUKCUpyeTCcs BPOXAEHHbIM XapaKTep 3abo-
NneBaHus.

KNIUHUYECKOE HABNTIOAEHME 1

[eBoyKka, 6 mMec. Poautenu obpaTtunacb ¢ xanobamu
Ha BbICbIMaHUA y pe6eHKa Ha KOXe rofioBbl, TyI0OBULLA.

M3 aHamMHe3a M3BECTHO, YTO B Bo3pacTe 3 Mec poau-
TENW BMNEPBblIE 3aMETU/IM BbICbINAHUS Ha KOXEe roJfioBbl,
B TEYEHWe Moc/eayloLllero Mecsa — aHaNlorMyHble ane-
MEHTbI Ha KOXe Ty/l0BULLIA, FONIEHU, 3a YLIHOW PaKOBUHOWM.
[leBo4YKa HeOoAHOKpaTHO 6blfa KOHCYNbTUPOBaHa pasnuy-
HbIMW crelmanucTamu r. MOCKBbI, IAe BbICTaBASIUCL Anar-
HO3bl NaNWIIOMaBUPYCHOW MHDEKLIMM, BUPYCA KOHTarmos-
HOrO MOJUTIOCKA.

Ha MOMeHT ob6palleHuns K gepmaTonory Hay4HOro LeHT-
pa 340pOBbS AETEN KOMXHbIA npouecc 6bin nNpeacTaBieH
MHOXECTBEHHbIMU MaNyJoOHOAYNSAPHLIMU 3EMEHTAMMU KY-
nonoo6pasHon GopmMbl PO30BOr0 WKW XKENTOBATOro LBE-
Ta C rMagKow NnoBepxHOCTbo pa3mepom oT 0,3 go 0,7 cm
B AMAMETPE, PacroiOXKEHHbIMW Ha KOXe rofoBbl, Fpyau,
CMWHbI, TONIEHEN, 3a YLWHOW PaKoBMHOM (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.

Key words: juvenile xanthogranuloma, histiocytosis, diagnosis, differential diagnosis, children.

(Pediatricheskaya farmakologiya — Pediatric pharmacology. 2014; 11 (6): 80-82)



Puc. 1. lManynoHoaynsipHble 3N1eMeHTbI
Ha KOXKe ronoBbl

Ha OCHOBaHWM KIMHMYECKOM KapTWHbl 60Ne3Hu Gbina
AMarHoCTMpoBaHa pacnpocTpaHeHHast loBEHUIbHAsA KCaHTO-
rpaHynema. [na noaTBepaeHUs auarHosa 6biin nposeae-
Hbl TMCTONIOTMYECKOE U UMMYHOTMCTOXMMUYECKOE UCCNEeao-
BaHus. [119 UCKIOYEHNS CUCTEMHOCTH MpoLiecca Ha3HaYeHbl
YNbTPa3BYKOBOE WCCeoBaHWe BHYTPEHHUX OpraHoB, Heil-
pocoHorpadusi, KOHCyNbTaLUs OKynaucTa. MaTonornyeckux
M3MEHEHUI CO CTOPOHbI BHYTPEHHUX OPraHoOB He BbiSIBIEHO,
MopdonorMyeckas KaptuHa npu ruMcTonorM4eckoM Mccneao-
BaHUWM COOTBETCTBOBaNa AuarHo3dy «HOBEHWsbHas KCaHTO-
rpaHyneman.

K/IMHUYECKOE HABJIIOAEHME 2

[eBoyka, 13 mec. Poautenu obpatuamch ¢ Kanobamu
Ha nosiBfieHne y pebeHKa Y310B Ha KOXe rofioBbl, LWen, Cnu-
Hbl. [lepBble 3NEMEHTbI CbiNMY OBGHAPYKUIN Ha KOXE roMoBbI
n Wwen B Bo3pacte 2 Mec. C 4 Mec OTMEYeHO HapacTaHue
BbiCbiNaHnn. B Bo3pacte 6 mec Gbina npoBeaeHa KpuWo-
LECTPYKLMA HEKOTOPbIX 3IEMEHTOB, YTO CMNOCOGCTBOBAsO
BPEMEHHOMY perpeccy, a BNocneAcTBUM — pelunanBy BbiCbl-
naHWM Ha NPEXHUX MecTax.

Mpun obpalleHnn: NpoLLecC Ha KOXKe BONOCUMCTOM YacTu
ronoBbl, N16a, CMNUHbI, YIWHOW PaKOBMHbI XapaKTepuaosasncs
MHOXECTBEHHbIMW MNOTHbIMK Nanynamu U y3namu OKpy-
rnon GopMbl XKentoBaToro LBeta pasMepomM oT 3 Ao 5 MM
(puc. 4). Ha Koxe 3ajHe60KOBOW NMOBEPXHOCTH LWeU cnpaBa
oTMeYancs rmMraHTCcKui ysen pasmepom 2,5X3 cM B aname-
Tpe Ha WWMPOKOM OCHOBaHMWU, XENToro LBeta ¢ BUAUMbIMU
NMOBEPXHOCTHLIMWU Kanunngapamu, rnagkun n 6e360ne3HeH-
HbIM NpW Nanbnayuu (puc. 5).

[narHocTupoBaHa lOBEHUIbHAs KcaHTorpaHyfnema,
nanynoHoaynspHas ¢opma; peKoMeHaoBaHo o6cnegoBaHme
ANS UCKIIIOYEHUS CUCTEMHOCTM MpoLecca, XMpypruyeckoe
nccevyeHue ysna ¢ NpoBeAEeHUEM MCTONIOMMYECKOro Uccne-
LOBaHus.

Mpun ocMoTpe 0dPTanbMONOroM 06HaPYKEHbI UBMEHEHMS
Ha pagyXHon 060104Ke 1IEeBOro ras3Horo A610Ka, xapakrep-
Hble ans OKT; nopaxeHu BHYTPEHHUX OPraHoB He BbisiB/e-
HO. MMMYHOrMCTOXMMUYECKOE MCCNnefoBaHWe NOATBEPANIO
AMarHo3 I0BEHWbHON KCaHTOrpaHynembl.

OBCYXAEHME

[Ns KNMHUYECKOM KapTWHbI IOBEHUIbHOW KCaHTOrpaHy-
NleMbl XapaKTepHbl NanynoHoAynspHble 06pa30BaHUS Ken-
TOBATOro L|BETA HAa KOXE, PEAKO BO BHYTPEHHUX OpraHax npw
OTCYTCTBUM METABOSIMHECKHX HaPYLLIEHWIA.

Puc. 2. MNanynoHoaynsipHble 31eMeHTbI
Ha KoXe rpyau

Puc. 3. MNanynoHoaynsipHble 31eMeHTbI
Ha KOXe rofieHu

Puc. 4. Y3en Ha Koxe rofioBbl Puc. 5. [MraHTCKnn y3en

Ha KoXe Wen

BblaensitoT ABe OCHOBHble KinHuyeckune dopmbl HOKIT:
nanynesHylo v ysnosartylo. [lanyne3Has ¢dopma xapakre-
pu3yeTcs OJMHOYHBIMU WMAU MHOXECTBEHHbIMM (go 100)
NAOTHBIMW MONYKPYrbIMKM 06pa3oBaHUAMKU AUaMETPOM
[0 2—5 MM C NpenMyLLeCTBEHHON NOKanu3aunen Ha Koxe
ronoBbl, NULA; BO3MOXHbl U [Apyrne 30Hbl MOparKeHus.
Y3noBsatad ¢opma BCTpevaeTca pexe u npeacraslieHa
OLHWM WNIK HECKOSIbKUMU 3neMeHTaMu. Y37bl 06bI4HO KpY-
rnble, He MeHee 10-20 MM B AnameTpe, UHOrAa C Tene-
aHIMIKTa3nAMU. TePMUH «TUraHTCKas I0OBEHUIbHAsA KCaHTO-
rpaHynema» NnpuMeHseTca K o6pa3oBaHusamM 6onee 20 mm.
Hepenko BcTpevatloTcs cMmellaHHble GOpMbl — € HalUYneM
KaK MEeNKKX, TaK 1 KPYMHbIX y3/10B.

K Haubonee TUMWYHBIM BHEKOXHbIM MNPOABAEHUAM
IOKI" oTHOCUTCS nopakeHue rnas, KOTopoe MOXeT npen-
WecTBOBaTb WAW CNefoBaTb 3@ KOXHbIMU BbICbIMaHWUS-
mMu. HOBeHUNbHas KcaHTorpaHynema rnasa 4vauwe 6biBaet
OAHOCTOPOHHEN, XapaKTepu3yeTCcs MNOpParKEHUEM pajyX-
HOM OOONOYKU WM MOXKET MPUBECTU K KPOBOUINUAHUAM,
rnaykome.

Penkoe BHeKOXHOe MposBfieHWe nanynesHon ¢éop-
Mbl FOKI — nopakeHue ueHTpanbHOW HEPBHOW CUCTEMBI.
Y3noBatasd ¢opma HKI yauie conpoBOXaaeTcs CUCTEM-
HbIMW MOPaXEHUAMU NETKUX, KOCTeW, NOYeK, nepukapaa,
TONICTOM KMLWWKKW, SUYHUKOB U anyeK. [pu TakoM BapuaHTte
OblIM 3aperucTpMpoBaHbl Clydan XPOHUYECKOro Muenoua-
HOro newkoda. OnucaHbl ciy4yau OAHOBPEMEHHOIO HanM4yums
nATeH LUBeTa Kode ¢ MOIOKOM M nanyne3Hon dopmbl HOKT,
4YTO CNYXMUT MapKepoMm HenpodunbpomaTosa | TMNa Ha nep-
BOM TOJY *WU3HW Jaxe Npu OTCYTCTBUM APYriX LOCTOBEPHbLIX
NPU3HaKOB 3TOr0 HacNeACTBEHHOro 3a60eBaHuUs.
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[AnarHocTuKa B neguaTpum

B na6opaTopHbix nokaszatenax npu HOKI oTKnoHeHun
06blYHO HE OBHapPYXMBAETCH, 3a UCKITIOYEHMEM PELKUX Cy-
YyaeB, NpU KOTOPbIX 3a601eBaHUIO COMYTCTBYET XPOHUYECKUI
MUENONaHbIN NeNKo3. YPOBHM NUNUAOB B TeyeHue 3abone-
BaHMWA OCTaloTCA B npeaenax Hopmbl.

BaxHbIM ructonornyeckum Kputepuem KD cnyxut
HannyMe B cpe3ax M3 04aroB MOPaXKeHWn rucTuounTap-
HbIX MHOWMNBTPaTOB 6€3 rpaHyn JlaHrepraHca, 4to ABASETCH
obuien ocobeHHoCTbio AN MHormux ¢opm HJIKI. B paHHuMX
o4yarax OGHapyXMBalTCHd MOHOMOPOHbIE Henunugoconep-
Xalue rucTuounTapHble MHGUABLTPATbl, PACMONIOXKEHHbIE
B BEPXHEN 4acCTu MM BO BCEM TONLLE AepMbl. B 3penbix ane-
meHTax KOKI cogep)atcs NeHUCTble KIEeTKM U TMraHTCKue
KneTkn TyTOHa C JIOKanu3auuen B MOBEPXHOCTHOM CJloe
[epMbl, HalMYne KOTOPbIX CYUTAETCS OCHOBHbBIM OTIMYUTESTb-
HbIM npu3Hakom HOKI, ocobeHHO ee nanyne3Hon Gopmbl.
B 3acTapenbix nopaxKeHUsx MOXXeT NpucyTcTBoBaTb GpUOpPO3,
oTMeYaeTcs NoJIOXKUTENbHOE OKpallMBaHWE Ha NPUCYTCTBUE
upa. B 6onblimMHCTBE cpe3oB rucronpenapartoB npu HOKI
OKpawunBaHue Ha CD68 u dakTtop Xllla nonoxutenbHoe,
HO Ha CD1 v 6enok S100 — oTpuuaTtensHoe.

OnddepeHumanbHaa AMarHOCTMKa nanyne3Hon dop-
mbl FOKI npoBoauTcs ¢ KcaHTOMamu, nanyne3Hon Gopmon
MacToumMTOo3a, apynTMBHbIM HeBycoM Lnuua, reHepanunso-
BaHHbIM 3PYNTUBHbIM MMCTUOLMTO30M, KOHTArMO3HbIM MOJI-
JIIOCKOM. Y3noBatble GopMbl AUdbdepeHLMpYIOT C Y310BOMK
MacTouMToMON, HeBycom LLinvua, aepmaToPprubpoMon, Conu-
TapHbIM KOXHbIM PETUKYNOMMCTUOLMTO30M, TMIAHTCKUM KOH-
TarnMo3HbIM MOJUTIOCKOM.

FOKI B 60/bLUIMHCTBE Ciy4aeB UMeeT JOO6pPOKayYeCcTBEH-
HOe TeYeHue 1 BnaronpuaTHbIM NPOrHO3: B TeyeHne 3—6 net
HabnogaeTcs cCamonpon3BOJibHAaA MHBOMIOLUS 3/1€MEHTOB.
[Mpun nopaxeHuun rmas, Kotopoe BcTpedaetcsa B 0,3-0,5% cny-
YyaeB, MOIyT HabnoaaTbCA 3HaAYMUTENbHbIE HapylWeHus 3pe-
HUS C Pa3BUTUEM TSHXKENON BTOPUYHOWM rnayKkoMbl. B nio6om
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cny4vae, nauneHtam ¢ FOKI Heo6Xxo4MMO NPOXOANUTb CKPUHMH-
roBoe o6cnefoBaHne y obTanbmosiora Kaxible 6 mec.

[Mpn cMcTEMHOM NOPaXKeHUn BHYTPEHHUX OPraHoB Hanbo-
Jlee yacTo cTpajatoT fierkue (6onesHb Iparenma—Yectepa).
PeHTreHoNnorn4yeckn BbISBASIOTCA MHOXECTBEHHbIE Y3/10-
BaTble OKpyrfble o04arn, HanomuHallne meTacTasbl.
[MopaxeHne nevyeHn OOLIYHO COMPOBOXKAAETCA renatome-
rannen. B pegkux crnyvasx Moryt noBpexaatbCsid MWOKapA,
ceneseHKa, NoYyKM, LieHTpasibHasg HEPBHasA cUCTeMa, KOCTH,
roHagbl v Apyrue opraHbl. TaKTMKa nedyeHus nogbupaetcs
MHOMBKUAYANbHO M MOXET BapbMpoOBaTb OT TepaneBTUYECKO-
ro HabNIOAEHUS 0 XMPYPTMYECKOTO NIEYEHUS, XMMMO- U KOP-
TUKOCTEPOUAHON Tepanuun y naumneHTa.

Mpun coyetaHun tOKI 1 HenpodmnbpomaTosa | Tuna cne-
JyeT NOMHWUTb O BbICOKOM PWCKE Pa3BUTUS MMWENOUAHOro
nenkosa. BoamoxHo coBmecTHoe TedeHue HOKI ¢ apyrumu
rMCTUOLMTapPHbIMKU 3a60neBaHUAMMU, HaNnpuMep rMcTUOLMTO-
30M U3 KNeToK JlaHrepraHca.

3AKJ/IIOMEHUE

B noeTcKon [epmaTonorMyecKon MpakTUKe Mbl HEPEAKO
BCTpeYaemcsi ¢ OAMHOYHbIMK anemeHTamn OKI 6e3 nopa-
KEHUS BHYTPEHHMX OPraHoB. [aHHble K/IMHUYECKME CIy-
Yau No3BONMAKM HabnoaaTb peakylo Gopmy 3abosieBaHus,
[IEMOHCTPUPYIOLLYIO PacnpoOCTPaHEHHbIW KOMXHbIM MpoLLecc
C HaNM4yMeM ruraHTckoro anemeHTta HOKI 1 conyTcTBYIOLMM
nopaxKeHWeM BHYTPEHHMX opraHoB. CyllecTBYOLIMIA anro-
puTm obcnenoBaHua aeten ¢ FOKIT no3BonseTr NnoATBEPAUTb
WM UCKJTIOYUTb CUCTEMHBIN XapaKTep NOpaXeHus, 4To onpe-
[LenseT fJanbHeNLYo TaKTUKY BeIEHUS NaLMEHTOB.

KOH®JIUKT UHTEPECOB

ABTOpbI IaHHOW CTaTbM NOATBEPAWUIN OTCYTCTBME PUHAH-
COBOW NOAAEPKKN/KOHDNMKTA MHTEPECOB, KOTOPbIM HEOBXO-
AMMo o6HapoaoBaThb.
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