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KnuHnyeckuin cnyyaii / Clinical case
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Pestome

Poct obpaliaeMocT K AepMaTonoram AeTei € TakUMU pefkiMMU 3ab0neBaHMsAMM, Kak MacTOLMTOMa KOXM U IOBEHWMIbHAs KCaH-
TOrpaHyNneMa, a TakxkKe UX KIMHMYECKOEe CXOACTBO AMKTYIOT HE0OXOAMMOCTb BHUMATENBHOMO OTHOLIEHWS CMELMANNCTOB K 3TUM
3aboneBaHnaM. MacTouMTOMa KOXM SBNSETCS KIMHUYECKOM DOPMOI KOXHOro MacTouuTo3a. CornacHo knaccndukaumm BO3 (2022),
BbILENAOT M30IMPOBAHHYI0 (OAMH 04ar) U MHOXECTBEHHYIO MAaCTOLMTOMY KOXM (He 6onee Tpex oyaros). KOBEHWIbHAs KCAHTOrpaHy-
NemMa OTHOCKTCS K Fpynne HenaHrepraHCoKNeTOYHbIX TMCTUOLMTO30B — OBLIMPHOM rpynne poAcTBEHHbIX 3aboneBaHuit, xapaktepu-
3ylOLWMXCA NponMdepaLmein rmcTMOLMTOB, OTIMYHBIX OT KNeTOK JlaHrepraHca. B ctaTbe onucaH ciyvait HeobbIMHOO KNMHUYECKOoro
TeYeHUs CONUTApPHOM IOBEHWBHOW KCAHTOTPaHYNEMbI Y ManbyMKa B BO3pacTe 3 feT, HanpaBaeHHOro B MOCKOBCKMI Hay4yHO-
NpaKTUYeCKUiA LeHTp AepMaTOBEHEPONOTMMU M KOCMETONIOMMM C MOLO3PEHNEM Ha MACTOLMTOMY KOXM. ATUIIMYHOCTb 3aKto4anachb
B pa3Mepax, HeobblYHOW (GopMe, NOKanM3aLMKM 04ara U NOBbLILEHHOM 3HAYEHWUU CbIBOPOTOYHOM TPUMTas3bl, NPEBbILIAOLLEN BO3-
pacTHyt0 HopMy (MeHee 5 Mkr/n). [py AepMaToCKONMYECKOM UCCNenoBaHUM 6bi10 BbISBIEHO HACBILLEHHOE XEeNToe OKpallMBaHue
oy4ara B LEHTPe (CMMMTOM 3aXOAALLErO CONHLA), COCYAMCTbIV NaTTEPH M CMMITOM 06nakoB. MNaTtomMopdonornyeckoe ncciesoBaHune
NOATBEPAMNO LMATHO3 IOBEHWBHOW KCaHTOrpaHyneMbl. Takxe B CTaTbe OTPaXeHbl pe3ynbTaTbl AMHAaMUYecKoro HabnoaeHns
pebeHKa C U30AMPOBAHHOW MaCTOLMTOMOM KOXM KPYMHbIX pa3MepoB. B npouecce obcnenoBaHuns Obin BbIIBAEH POCT NOKasa-
Tenei TpunTassl (Bbiwe 20 MKI/N) M 3Ha4YeHUs acnapTaTaMuMHOTpacdepasbl, @ TaKKe YNbTPa3BYKOBble MPU3HAKM renatoMeranum.
OcobeHHOCTM fepMaTOCKONUYECKOM M NaTOMOP(ONOrMYeckoi KapTUHbI AeMOHCTPMPOBANM NaTTEPHbI, XapaKTepHble Ang UHDWUb-
TpauMy 1 NOBbILEHHOW aKTUBHOCTU TyYHbIX KNeTOK. MacToLMTOMA KOXM M I0BEHM/bHAS KCAHTOrpaHynemMa — penkue u obpoka-
4ecTBeHHble 3ab60neBaHNs KOXM, KOTOpble 0BbI4HO AebTUPYIOT B AETCKOM Bo3pacTe. [lnarHocTuka penkux 3abonesBaHuit 4yacto
TpebyeT NnpoBeaeHns CNoxHon anddepeHumanbHom amarHocTku. OCOBEHHOCTbIO COBPEMEHHOTO TEYEHUS KOXHOMO MacToLMTO3a
1 1OBEHU/IbHOM KCAHTOrPaHyNeMbl SBASETCS aTUMUYHAS KIMHUYECKAs KAPTUHA U BbICOKMIA PUCK Pa3BUTMS BHEKOXHbIX CUMMTOMOB.
MpuBeneHHblE KNMHMYECKME CTyYan AeMOHCTPUPYIOT HEOBXOAMMOCTb MEXANUCLMMIMHAPHOIO HabNoAeHUs NALMEHTOB C 3TUMMU
3a00n1eBaHNAMM U MEHSIOT CTEPEOTUMbI OTHOLLEHMS K HUM KaK CaMOCTOSTeNbHO U BeccneHo perpeccupytowmm npoLeccam.
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Abstract

The growing number of children with rare diseases such as cutaneous mastocytoma and juvenile xanthogranuloma turning
to dermatologists, as well as their clinical similarity, dictate the need for specialists to pay careful attention to these diseases.
cutaneous mastocytoma is a clinical form of cutaneous mastocytosis. According to the WHO classification (2022), isolated (one
focus) and multiple cutaneous mastocytoma (no more than three foci) are distinguished. juvenile xanthogranuloma belongs
to the group of non-Langerhans cell histiocytosis, a broad group of related diseases characterized by the proliferation of his-
tiocytes other than Langerhans cells. We describe a case of an unusual clinical course of solitary juvenile xanthogranuloma
in a 3-year-old boy referred to Moscow Scientific and Practical Center of Dermatovenereology and Cosmetology with suspected
cutaneous mastocytoma. The size, unusual shape, localization of the lesion and elevated levels of serum tryptase exceeding
the age norm (<5 pg/l) determined the atypicality of this case. Dermoscopic examination revealed a central deep yellow color-
ation of the lesion in the center (the setting sun symptom), a vascular pattern and a clouds symptom. Pathological examination
confirmed the diagnosis of juvenile xanthogranuloma. The article also reflects the results of a dynamic observation of a child
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with an isolated large-sized cutaneous mastocytoma. During the examination, an increase in tryptase levels (>20 ug/l), and
AST values, as well as ultrasound signs of hepatomegaly were revealed. Features of the dermoscopic and pathomorphological
picture demonstrated patterns characteristic of infiltration and increased activity of mast cells. Cutaneous mastocytoma and
juvenile xanthogranuloma are rare and benign skin diseases that usually begin in childhood. Diagnosis of rare diseases often
requires complex differential diagnosis. Features of the modern course of cutaneous mastocytoma and juvenile xanthogran-
uloma are an atypical clinical picture and a high risk of developing extracutaneous symptoms. The presented clinical cases
demonstrate the need for interdisciplinary monitoring of patients with these diseases and change the stereotypes of treating
them as independent and regressive processes without a trace.
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BBEOEHUE

B nepgmatpuyeckon npaktuke nposeneHue onddepen-
LMANbHON AMArHOCTUKM CONMUTAPHBIX (EAMHUYHBIX) 04aros,
KOTOpble UMEeT pa3Hoobpa3Hble OTTEHKM XENToro LBeTa,
CEeroAHs CTano pyTUHHbIM cobbiTueM. B nocnenHue ronbl
pocT obpaliaemMoCcT K AepMaTonoram AeTen C MacToLmMTo-
Mo koxun (MK) u toBeHunbHOM KcanTorpanynemoi (HOKT),
a TaKXKe UX KIMHUYECKoe CXOACTBO AUKTYIOT HeOBX0AMMOCTb
BHMMATENbHOrO OTHOLIEHWS CNEeLMannCToB K 3TuM 3abone-
BaHMAM (puc. 1).

MK aBnseTcs KnMHUYecKor GOpMOi KOXHOro MacToum-
To3a. CornacHo knaccudumkauumn BceMupHOM opraHusaumm
3apaBooxpaHenus (2022), BblLeNatoT M30AMPOBaHHYHO (OAMH
ouar) n MHoxecTBeHHyto MK (He Bonee Tpex oyaros) [1]. AHa-
M3 4acToTbl BCTpeyaemoctu MK, npoeeaeHHbIM B MockoB-
CKOM Hay4HO-NPaKTUYEeCKOM LieHTpe LepMaTOBEHEPONOrUn
n kocmetonormm B 2019-2022 rr., npoAeMOHCTPUpOBan Cra-
H6UnbHBIN pocT 3a60N1eBaEMOCTM MACTOLMTO30M U 3HAUUTENb-
Hoe npeobnaganue MK (77,3%) B CTPYKType KAMHUYECKMX
dOpM KOXHOro MacToumTo3a y aetei [2].Y 6onblwmMHCTBA Ae-
Tei (98,5%) nebior MK otmeuancs no 2 net [2].

K coxaneHuto, TOYHbIX UMdp pacnpoctpaHeHHoctn OKT
cpeaym peteii B PO HeT. 3aboneBaHne OTHOCKTCS K rpynmne He-
NaHrepraHcokneTouHblx ructuountosos (HIKT). HIKE, nan

rmcTnoumTos knacca Il — obwupHas rpynna poACTBEHHbIX 3a-
6oneBaHui, xapakTepusyloLwmxca nponmdbepaumenn rmctmo-
LMTOB, OTIMYHbIX OT kneTok Jlanrepraxca. KOKI coctasnget
80-90% Bcex cnyyaes HJIKT. Boicbinanus HOKT nebiotunpy-
0T B MepBble [ABa roga Xu3Hu: B 5-17% cnyyaeB auarHo-
CTUPYIOTCSA Npu poxaeHun pebetrka, B 40-70% nossngtotcs
B TeyeHue nepsoro roga. 3abonesaHune yalle BCTpeyaeTcs
cpenv npeacrasutenert Myxckoro nona (1,4-1,7 : 1,0) [3, 4].
B Kunbckom peructpe neguatpuyeckux onyxonei (KPTR)
3a 35 nert 6bin0 3adumkenposaro 129 (0,5%) ructonormue-
CKM noaTeepxaeHHbIx cnyyvaes OKT, yto coctasuno 0,5% ot
obuwero uncna (24 600) Bcex 3aperncTpMpoBaHHbIX HOBO-
obpazoBaHuit [5, 6]. B mabauye npenctaBneHbl OCHOBHblE
onddepeHunanbHo-A4MarHOCTUYECKME KPUTEPUN M30AUPO-
BaHHoOM MK 1 conutapHon tOKT [2, 3, 6-10].

KJIMHUYECKUA CNYYAN 1

MNoa HawwuMm HabnwpeHneM B MOCKOBCKOM HayyHO-
NPaKTMYECKOM LIeHTpe AepMaTOBEHEPONIOTMU U KOCMETONO-
rmn, dunmnane «kKOro-3anagHblit C KIMHUMKOW annepruyeckmx
6onesHen KoXu» Haxoauncs naumeHT U., Bospact 3 roaa. Pe-
6eHOK Obl1 HanpaBneH B KIMHWUKY C NpeaBapUTeNbHbIM An-
arHo3om «Q82.2 - macToumTo3» No MexayHapoaHOM Knac-
cudmkaumm bonesHent 10-ro nepecmotpa (MKB-10). Mepeoe

PucyHOK 1. KnuHunueckme npoABNEHNUA MaCTOUMUTOMbI KOXU U HOBEHWUJIbHOM KCaHTOrpaHynembl

Figure 1. Clinical manifestations of cutaneous mastocytoma and juvenile xanthogranuloma

A- U301MpOBaHHAA MaCToOLMTOMA KOXHK Ha Tbiie neBoit Kuctu; B - CONIUTAapHasa OBEHMNbHAA KCAHTOrpaHyneMa Ha Koxe HWKHEN TpeTn npasoro 6e,u,pa.
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Ta6nuya. AnddepeHLmanbHbl AMArHO3 MAacTOLMTOMbI KOXM U FOBEHUIbHOW KCAHTOrpaHyneMmbl
Table. Differential diagnosis of cutaneous mastocytoma and juvenile xanthogranuloma

[pynna 3aboneBanuit

bonesHu TYYHbIX KNETOK, MaCTOLMUTO3 KOXHbII

HenaHrepraHCKNETOYHbIN MUCTMOLMTO3, UM FCTUOLMTO3 Kiacca Il

Matorexes Hakonnenve 1 nponudepaums Ty4HbIX KNETOK Hakonnenue u nponudepauus Makpoharos
3aboneBaemMoCTb 16,61 cnyyas Ha 100 Tbic. geTckoro Hacenenms [2] HewusBecTHa

Mon He3HauutenbHoe npeobnasaue nuL, Myxckoro nona [2] Mpeo6nanaxue nuw Myxckoro nona [3]
Paca HeT naHHbIxX Jltopm ¢ TeMHol Koxeli Bonetot yale [3]

XapakTepHblid Bo3pacT aebiota C poxzeHus 1o 6 Mec.

C poxpenus go 2 net

KnuHuueckue npoABieHnA MNN XKENTOro LBETa AUAMETPOM 1-10 cm.

[lanyne3sHbii UaM HOBYNSPHbIA 04ar KOPUYHEBOIO

(opmMpoBaHue Ny3bipeit MOXET NPUBOAMTH K Grbpo3y

OnuHOYHas KpacHoBaTas UM XeNToBaTo-KOpHUYHEBas nanyna,
Onsiwka unm yenok pasmepom 0,5-2 cm

CybbekTuBHbIE Xanobbl

3yﬂ, M ApYrMe CUMNTOMbI aKTUBALLMK TYYHbIX KNETOK

OtcyTcTBYtOT

Kanun na
Jokanusayy MOZBEPIaOLLMXCS TPaBMUPOBAHMIO

Jltobas, yale Ha TynosuLie uau B 061aCTSX, 4acto

TpenMyLLECTBEHHO rON0BA, LLes,
HO BO3MOXHa /1t06as NI0KaNM3aLma NOpaXeHms

Yucno ovaros Orlpo3

EanHUYHbIN ovar

(MeHoMeH [lapbe - YHHbI [TonoxwutenbHbli

OTpuuaTenbHbii

Komop6uaHas natonorus

AJ'IJ'IepI'IAquKME 3aboneBaHuns KOXH, pecnnpaTopHOro TpakTa

Hevipogubpomato3 1-ro Tuna (B 10%), oBeHUAbHLIN
XPOHUYECKUA MUeNoneiko3

BHekoxHas natonorus Her

OgntoctopoHHee nopaxetue a3 B 0,3-0,5% cnyyaes [6]

YpOBHM CbIBOPOTOUHO# TPUNTa3bl

BapuabenbHble nokasarenm - ot 5,0 no 11,0 Mkr/n

[o 5,0 mkr/n

CumnTom pagyry [7], LeHTpanbHas YacTb -
benas 6eccTpykTypHas 061acTb UK XKeNToBaToe

CUMNTOM 33aX0ZSLLEr0 COMHLLA — APKO-XXENTOE OKpaLuMBaHHe,
cMnToM obnaka - nepudepuyeckmne bnesHo-xentole

NN TONYUAMHOBbLIM CMHI/IM)

€pMaTocKonus 7 . .
flep OKpaLLMBaHMe, COCYAMCTbIA NaTTePH, KOPUYHEBBIIA YHaCTKW, MHEliHbIe COCYAbl, TUTMEHTHas NCeBAOCETD,
nepudepunyeckuii 06080k [7, 8] 6enosartble nonocsl [9]
Db dy3HbIi MHOMALTPAT M3 TYYHBIX KNETOK B A€pMe, [nddy3Hblit nonMMopdHbI MHOUALTPAT
aACMONOKEHHBIX NEPUBACKYNSPHO MW AUDDY3HO 13 BaKYONU3MUPOBAHHDBIX KCAHTOMHBIX KNETOK
Matomopdonorus p p yhip AGOY3HO, y p

€MHUYHbIE 303MHOGUABI (OKpacka no MMm3e

n BepETEH006Pa3HbIX TMCTUOLMTOB, MHOTOAAEPHbIX KNETOK
TyTOHa, NONOXUTENbHAA OKpaCka Ha iMnuapl

Mo3uTHBHas peakLys Npy NpoBeaeHUH
WUMMyHorucToxMmuyeckoe

U TEHETUYECKOE MCCNEN0BaHNE
B KOJOHe 816 BO3MOXHO

UMMYHOTUCTOXMMMYECKO! PeaKLm C aHTUTENaMM
k CD117 v TpunTaze. O6HapyxeHue myTaumn KIT

[No3uTuBHas peakuus npu npoBeseHUM
MMMYHOTMCTOXMMMYECKOH peakumuu ¢ aHtutenamu k Xllla,
(D68, (D163, (D14 n dacumHy, HeraTuBHas peakumsa

c antutenamu k S100, CD1a n naHrepuny (CD207) [10]

JdeKT Ha neyeHme ToNUYECKMMM

[MonoxuTenbHbIA
FMIIOKOKOPTUKOMAAMM ONIOKHTENbHD

OtcyTcrByet

Perpecc ovara Bo3moxeH Kk nybeprary

CnoHTaHHbIN 10 6 net

obpalyeHne B dunman 6bi10 B Bo3pacte 2 neT 7 MecC. C Xa-
nobamu Ha 0bpa3oBaHMe OPAHKXEBOTO LLBETA HA KOXe pa3ru-
6aTenbHOM MNOBEPXHOCTU CpefHen TpeTu nesoro beapa, Ko-
TOpoe poauTenu BrepBble 3aMeTunn y pebeHka B Bo3pacTe
1 ropa. Cy6bekTUBHBIMMU OLLYLLEHMAMM BbICbINAHUS He CO-
npoBoxaanuck. Kypcoas Tepanus TonM4YecKMMm roKokop-
TUKOMAHBbIMU NpenapaTtaMn U UHIMBUTOPAMU KanbLMHEBPU-
Ha 3¢ dekTa He aana.

M3 aHaMHe3a M3BECTHO, YTO pebeHOK poamncs B Hepon-
CTBEHHOM Opake, oT 1-i1 6epeMeHHOCTH, NpoTeKaBLel Ha
doHe naTteHTHOro aeduumta xenesa. B Il Tpumectpe bepe-
MEHHOCTM MaTb NepeHecna OCTPY pecnuMpaTopHY BUPYC-
Hyto uHdekumo (OPBU). Poabl nepBble, caMoCTOsATENbHbIE Ha
cpoke 41 Hep. [pynHoe BckapmnmBaHue fo 1 roga. Annepro-
aHaMHe3 He oTaroweH. J/lekapcTBEHHON HenepeHoCMMOCTH
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MaTb pebeHKka He oTMeyaeT. BakumHaumsa cornacHo KaneHaa-
pto. [oCTBaKLMHANbHbIX peaKUmit He Bbino.

ConyTcTBytoLLasa NATONOIMUS: Lpyrne BPOXAEHHbIE aHOMa-
UK cepllevyHoM neperopoaku. MexnpeacepaHoe coobule-
Hue. Manble aHOManuu pasBUTUS CepaLa: LOMONHUTENbHbIE
XOpAbl NEBOTO XenyaoyKa.

[NepeHeceHHble 3a60n1€BaHMNA: OCTPOE pecnmMpaTopHoe
3aboneBaHne, OTUTbI, KOHbIOHKTUBMT.

HacnenctBeHHOCTb: y OTUA M MaTepu aTONMUYeCKUiA aep-
MaTuT.

JTokanbHbIM cTaTyc. @ototnn Koxku |l no @uTunaTpumky.
[aTonorMyeckunii NpoLecc HOCUT XPOHMYECKM nponndepa-
TMBHbI NTOKANIM30BaHHbIM XapakTep. Ha koxe pa3rubaTens-
HO MOBEPXHOCTW CpefiHel TpeTu neBoro benpa onpeaens-
€TCS elMHMYHBIV o4ar B BUAe b6aswku pasmepom 3,5 x 2.5 cm,



Cflerka BO3BbILWAKOLWLENCS Haf YpoBHEM KoxM (puc. 2A). lNo-
BEPXHOCTb ONSWKM HEPOBHASA, HEMPABUIbHBIX OYepTaHUHA,
C YeTKnMU rpanmuamu (puc. 2B). DeHomeH [lapbe — YHHbI OT-
puuatenbHbiid. CM3ncTble 060104KK, BONOCHI, HOTTEBbIE MN1a-
CTWHBI Ha KMCTAX M CTONax He nopaxeHsl. [Nepudepuyeckue
AaMMdaTnyeckue y3nbl He nanbnupytotcs. [lepmorpadusm
KPaCHbIN CTOMKUIA.

MNpy LepMaToCcKonMYeCckoM UCCNefoBaHUKU ObINO BbISB-
NIEHO HACbILLEHHOEe XeNToe OKpallMBaHWE oyara B LEeHTpe
(cMMNTOM 3ax0ndWero CoMHLA), COCYAUCTbIR NaTTePH M Mo-
nocel 6enecosaToro ugeta (puc. 3). Mo nepudepun ouara
XOpOLWO BblpaxeH 06/1ayHbIiM naTTepH (cMMnToM 061aKOB)
CBET/IO-KENTbIX OTTEHKOB. BbIpaXeHHOCTb COCYAMCTOrO nat-
TepHa 3aMeTHO YCMMBAETCS OT LLeHTpa K nepudepum.

Knnuunueckuin aHanms kposu ot 02.03.2024 r.: re-
mornobuH 130 r/n (Hopma - 110-140), MCH (cpeaHee co-
nepxaHue remornobuHa B aputpoumte) 28,8 nr (Hopma —
25,0-31,0), MCHC (cpenHas KOHUeHTpauus remornobuHa
B aputpounte) 34,4 r/on (Hopma - 32-37), TpoMBOLUTHI
423,0 x 10%/n (Hopma - 220-400), HerTpodunbl 37,0% (Hop-
Ma - 28,0-48,0), numdbouutsl 57,0% (Hopma - 37,0-60,0),
MoHouuTbl 5,0% (Hopma - 3,0-10,0), 303nHoduAbI 1% (HOp-
mMa - 1,0-5,0), ckopocTb ocepganus sputpoumtos (CO3)
5 MM/4 (HopMa - 2-10), ocTanbHble NokasaTenu B npene-
Nnax HopMbl. bBUoXMMUUeCcKMe NokasaTenu B npepenax BO3-
pacTHoOM HopMbl. YpoBeHb obuwero IgE ot 30.01.2024 r.:
56,3 ME/mMn (Hopma 0-60). Tpuntasa (ImmunoCAP) ot
30.01.2024 r.: 9,1 mkr/n (Hopma — go 11,0 mkr/n). Mpu ynbt-
pa3ByKOBOM MCCNeA0BaHWM OPraHoB OPIOLWIHOM NONOCTU OT
03.03.2024 r. naTonorMm He BbISIBAEHO.

Pe3ynbTaThl MPUKM3HEHHOrO NATONOr0AHATOMMUYECKO-
ro uccneposanus ot 15.03.2024 r. (puc. 4). ®parMeHT KOXM
C Y4aCTKOM MOAKOXHOM XMPOBOW KNEeTYaTKK, BbICTNAHHbIN
3NUAEPMUCOM OBbIYHOM TOMLLMHBI CO CNAbbIM PbIX/bIM Kepa-
TO30M. B ceTyaToMm c/1oe ilepMbl — NepUBACKYNSPHASA U UHTEP-
CTMUManbHas MakpodaranbHas MHPUAbTPaLMS C NMPUMECHIO
MeHMCTbIX Makpodaros, Np1 AONOMAHUTENBHOM OKpacke Tony-
MOMHOBBIM CMHUM B COCTaBe UHOUAbTPaTa 06HAPYXMBAIOT-
€S elMHNYHble TKaHeBble 6azodunbl. B npenenax gocrasnex-
HOro MaTepuana npu3HakoB MacToLMTO3a He 0BHAapYyXeHo,

BbISIBNIEHHbIE NAaTONOMMYeCckMe U3MEHEHUS MOTYT HabNtoaaTh-
€S npu ructmoumto3se m3 rpynnbl KOKT,

C y4eToM pe3ynbTaToB KIMHUYECKOro, AepPMATOCKOMNMYe-
CKOTO M NaToMOpdONOrM4eckoro UccnefoBaHuii pebeHky Hbin
BblCcTaBneH gmMarHo3 «D76 - HOKI™» no MKB-10.

KIMHUYECKUIA CNYYAN 2

Mop HawuM HabnwopeHneM B MOCKOBCKOM HAy4yHO-
MPakTMYECKOM LieHTpe AepMaTOBEHepONorMi U KOCMETONO-
rmn, dunmnane «kKOro-3anagHbii C KAVMHUKOM annepruyecknx
bonesHen Koxuy» ¢ 2022 r. Haxoamtcs naumeHT C. 2021 roga
poxaeHus. MepBoe obpaweHne B dunman bbino B Bo3pacte
5 Mec. ¢ xanobaMu Ha 0H6pa3oBaHME Ha KOXe NieBoW nona-
To4HoM obnactu. Co cnoB poauTenen, Manbumnk Ben cebs bec-
MOKOMHO, YaCTO NPOChINANCs, 4TO He UCKIOYANo Hanuuue
3ypa B obnactv ovara. O6pa3oBaHue pe3ko Habyxano npu
HEe3HaYMTEeNbHOM TPEHWUM U 6e3 BUAMMBIX NPUUKMH C 06pa3o-
BaHWEM KPYMHOro My3bIps.

Co cnos Matepu, obpasoBaHue y pebeHka NosBUIOCH Ha
KOXe B Bo3pacTte 3 mec. JleyeHne npoBOAMNOCH HA OCHO-
BaHMW MpeaBapuUTENbHOro AMarHosa bynnesHoro uMneTu-
ro. [lpUMeHeHMe TONMYECKMX aHTUCENTUKOB U aHTMOUOTUKOB
BbI3BaNI0 Pe3KOEe YXyALIeHMe KOXHOro npotecca.

PebeHok oT 2-i1 bepeMeHHOCTH, NpoTeKkaBLleln Ha GoHe
deTonnaueHTapHOW HeROCTaTOYHOCTU, TMMOKCUK, XKeneso-
LePUUNTHON aHeMUUK. MICKYCCTBEHHOE BCKapMAMBaHue
C poxaeHus. Hannuune conytcTBytowmx 3aboneBaHui, ne-
KapCTBEHHOW HEeNnepeHoCMMOCTU MaTb OTPULAET. [Mnepepru-
yeckas peakums Ha yKyCbl ABYKPbIIbIX HacekoMbIx. Hacnea-
CTBEHHOCTb HE OTAroLLeHa.

JNokanbHbii cTatyc. @oTtoTun Koxu |l no dutunaTpuky.
[aTonornyeckunin NpoLecc HOCUT XPOHMYECKUiA nponude-
pPaTMBHbIV NIOKANM30BaHHbIM XapakTep. PacnonoxeHue oya-
ra — Ha rpaHuue NeBoi NONaTOYHOM W akCUNNSapHOM obna-
ctent (puc. 5). MpepcTaBneH e4MHUYHBIM HOLYNSPHBIM 04arom
(6bngwkom) amameTpom 3,5 cM po30BOro LBETA, OKPYbIX
Oo4YepTaHuM, C YeTKMMKM rpaHmuamu. [Npu ocMoTpe oTMeva-
Nocb xapaktepHoe ang MK ycuneHue KOXHOro pucyHka no
TUNY anenbCMHOBOM KOPKM M KpaeBas rMneprnurMeHTaLms

PucyHok 2. KMHWYECK1e NPOSBIEHMS IOBEHWIBHOM KCAHTOrpaHyneMbl B 061aCTi NepeaHei noBepxHoCT1 nesoro 6eapa

Figure 2. Clinical manifestations of juvenile xanthogranuloma

T -

A - oyar 10BeHUNbHOM KCaHTOrpaHynembl B 06nactu 6eapa; B - 6nsLka pKoro xento-opaHxeBoro LiseTa.
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PucyHok 3. lepMaTOCKONMS 04ara tOBEHUIbHOW KCaHTOrpa-
HY/IEMbI: CUMNTOMbI 3aX0AALLEr0 COMHLA M 061aK0B; HapacTato-
L1as BbIPAXXEHHOCTb COCYLIMCTOrO PUCYHKA OT LLeHTpa K nepude-
puun, 6enosatble NONOCHI

Figure 3. Dermoscopy of the juvenile xanthogranuloma
focus focus: symptoms of setting sun and clouds; the severity
of the vascular pattern increases from the center to the periph-
ery, whitish stripes

- -’1- oy A 'Iq?f-.
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6neaHo-KopryHeBoro LBeTa. DeHoMeH YHHbI - [lapbe nono-
XUTENbHBIA — 31€MEHT NPpU HE3HAYUTENbHOM HAAABIMBAHUM
OTeKaeT U KpacHeeT. Cn3ucTble 060104KM, BONOCHI, HOFTEBbIE
MAACTUHBI HA KUCTAX M CTOMax He nopaxeHsl. [epudepunue-
CKune nuMdaTUyeckme y3nbl He NanbNUMpPOBaIMUCh.

[Npv AepMaTOCKONMYECKOM UCCNEA0BaHUM 0Yara Obln BbISB-
NeH CUMNTOM Pajyru — NOCTeNEHHas CMeHa LBETOB OT LeHTpa
K nepudepum oT po30BOro K MHTEHCUBHO-XXENTOMY OKpaLLMBa-
HUIO (puc. 6A). KOXKHbIM PUCYHOK HECKOMbKO ycuneH. B ueHTpe
oyara (B Mecte hOpMUMPOBaHKS My3bIps) BU3yanm3mpytotcs He-
Nble 6eccTpyKTypHble 06nactv (NpmsHak hopmupyloLLerocs du-
6p03a) C TOYEYHbIMM W IMHEMHBIMKU cocyaamu (puc. 6B).

KnunHnyeckunin aHanus kposu ot 03.08.2023 r.: remorno-
6un 110 r/n (Hopma - 110-140), MCH 25,8 nr (Hopma -
25,0-31,0), MCHC 32,4 r/on (HopMma — 32-37), TpPOMOOLMTDI
503,0 x 10%n (Hopma - 220-400), HelATpodunbl 35,0% (Hop-
Ma - 28,0-48,0), numdoumntsl 55,0% (Hopma - 37,0-60,0),
MoHoumTbl 8,0% (Hopma - 3,0-10,0), 303nHoduAbI 2% (HOp-
mMa - 1,0-5,0), CO3 5 MM/4 (Hopma - 2-10), ocTanbHble No-
KasaTenu B npenenax HopMbl. bBuoxnMuyeckmne nokasarte-
N: acnapTatammHoTpachepasa - 45 EL/n (Hopma - 0-32),
OCTanbHble MoKasaTenu B npeAenax BO3PaCTHOW HOPMbI.

PucyHok 4. Tpux13HeHHOe NaToNoroaHaToMMYeckoe uccnefoBaHue naumenTa U., 3 roga
Figure 4. Intravital pathological examination of patient I., 3 years old
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A - NepuBacKyNSpHas 1 MHTEPCTULMANbHAS MaKpodaranbHas MHOUILTPALMS C MPUMECHIO NEHUCTbIX MaKPOhAroB B CETYATOM CI0e AePMbI; B — eAnHUuHbIe TKaHeBble 6a3opunbl B coCTaBe

MHdUALTPaTa NpU AOMONHUTENLHOM OKPACKEe TONYUAMHOBBIM CUHMM.

PucyHok 5. KnuHuuyeckme nposiBneHns MacToLUTOMbl KOXM
Figure 5. Clinical manifestations of cutaneous mastocytoma

A - KpYMHbI HOAYNSIPHBIN OYar U30AMPOBAHHON MACTOLUTOMBI KOXKM; B — KOXHbIM PUCYHOK MO TUMY anenbCMHOBOM KOPKHM U nepudepuyeckas runepnurMeHTaums.
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PucyHok 6. [lepmMaTocKONMYeckas KapTMHa MacTOLUTOMbI KOXHM
Figure 6. Dermatoscopic picture of cutaneous mastocytoma
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A - cumnTom panyru; B — Genble 6eccTpykTypHble 061acTu, yMepPEeHHbI COCYAMUCTbIA NATTEPH.

Tpuntaza (ImmunoCAP) ot 10.02.2022 r. - 11,2 Mkr/n (Hop-
Ma - o 11,0 mkr/n), ot 22.07.2023 r. - 20,5 mkr/n (Hopma -
no 11,0 mkr/n). YneTpa3BykoBOe MCCNef0BaHUE OpPraHoOB
6ptowHon nonoctn ot 03.08.2023 r.: renaTtoMeranus, peak-
TUBHbIE U3MEHEHWS B MEYEHM, AHOMANUS POPMbI KENYHOTO
ny3bIps, yBENMYeHNe obbema 1eBOM MOUKM.

Pesynbratbl naToMopd0NOrMyYeckoro ncciesoBaHms ot
17.08.2022 . (puc. 7). DparMeHT KOXM C Y4aCTKOM MOAKOXKHOWM
XMPOBOM KNETYaTKM, BbICTNAHHbIMA 3MMAEPMMCOM OObIYHOW
TONUMHbI C TUMEPNUTMEHTaLMEN KepaTUHOLMUTOB 6a3anbHo-
ro cnos 6e3 Npu3HaKoB BbiNafeHusa nurMeHTa. AuddysHas
MHOWABTPALMSA CNOEB LepMbl TYYHbIMU KNeTKaMK C Hebob-
oM npuMechio numbounToBs, GrbpobaacToB, IMCTUOLMTOB.

OBCYXXOEHUE

OpurnHanbHOCTb HaWwMX HabnwAeHUA 3aknyaeTcs
B aTUMNMYHOM KIMHUYECKOM KapTUHE 3TUX pedkux 3abonesa-
HWIA. ATMNM3M NepBOro onucaHHoro Hamu cnyyas FOKT 3aknto-
YyaeTca B KPYMHbIX pa3Mepax o4ara, HeobblYHOM ApKO-0paH-
YX€BOM OKPaLUMBAHMU, NOKANM3ALMUMN HA HUXKHEW KOHEYHOCTH
M OTHOCUTENbHO BbICOKOM YPOBHE CbIBOPOTOYHOM TpUMTa-
3bl, HE XapaKTepHOM Ans 3Toi natonoruun. CornacHo AaHHbIM
pe3ynbTaToB COBPEMEHHbIX MCCNefOBaHWM, HOPManbHble
3HayeHus TpUNTa3bl y AeTei B BO3pacTe 3 feT COCTaBNSAOT
3,8 mkr/n, HO He Bbiwe 5 Mkr/n [11]. COBOKYNHOCTb KAUHM-
yeckux n nabopatopHbix ocobeHHOCTeM npouecca y pebeH-
Ka NpPoAMKTOBana HeobxoanMOoCTb B MAaTOMOPHONOrMYecKoM
MCCNefoBaHUM ANg UCKIOYEHUS AUMArHO3a KOXXHOro MacToLum-
To3a. B coBpeMeHHbIX 3apybexHbix MybAnKaumsax NpoLeMOoH-
CTPUPOBaHbI Cyyan obHapyxeHus B Buontatax U3 ovaros
MK rycTbiX MHOWUABTPATOB M3 BaKYONU3UPOBAHHbLIX TMCTUO-
LMTOB M TYYHbIX KNETOK, MMEBLUMX KPYMHble MIeoMOpdHble
g4Apa C HEMPAaBUAbHLIM KOHTYpoM [12, 13]. Hakonnexue ru-
CTMOLMTOB B OYarax MacToLMTo3a MOXeT BblTb 06yCI0BNEHO
TMCTUOLMTAPHBIM XEMOTaKCUMYECKMM hakTOpOM, MpoayLmpy-
€MbIM KJTOHANbHLIMU TYYHbIMM KNeTkamu [13].

Cneuunanucrtam cnepyeT obpalaTb BHUMaHME Ha He-
06X0AMMOCTb TMCTONIOTMYECKOrO MOATBEPXKAEHUS aTUMMY-
HbIX BbiCbiNaHKi KOKT 1 BaxHOCTb 0hTanbMONOrMUYECKOro

i |
i |
v

PucyHok 7. MactouutoMa koxu, naumeHt C., 1 rog 6 mec.:
anddysHas MHPUNBLTPaLMS CI0EB AePMbl TYUYHbIMU KNEeTKaMu
C HeborbLUO NpuMeckio AMMdoumnTos, brbpobaacTos, rMCTUO-
LIMTOB; OKpacka reMaToKCMIIMHOM U 303UHOM, yBennyeHue x400
Figure 7. Cutaneous mastocytoma, patient S., 1 year
6 months: diffuse infiltration of the dermis by mast cells with
a small admixture of lymphocytes, fibroblasts, and histiocytes;
hematoxylin-eosin staining, magnification x400

HabntogeHns 3a 3TMMK nauneHTamu [4]. Ha ceroaHswHui
[leHb HeT uccnenoBaHni, AEMOHCTPUPYIOLLMX AOCTOBEPHYIO
CBSA3b Mexay pa3smepamu ouvara conutapHoi FOKI 1 passu-
TMEM CUCTEMHBIX NPOABAEHUI. TeM He MeHee MeXAUCUM-
NAMHApHOe HabntoaeHue aeTer ¢ ydactmeM odTanbmonora,
negMaTpa U LepmaTonora AOMKHO 0643aTenbHO OCyLLecT-
BNATbCS He MeHee 1 pasa B rog.

KnuHunyeckuin cnyydat MK Takxke umeeT 0CobeHHOCTH,
oTnyarowmecs ot 06bIYHOMO TeYEHUS 3TOM KIMHUYECKOW
($hOopMbl KOXHOIo MacToumTo3a. bonblWKMHCTBO UccnepoBaTe-
nev noayYepkuBatoT fo6poKayecTBEHHOCTb TedeHns MK 1 Ha-
NnYme HopManbHbIX N1abOPaTOpHbIX Nokasatenen [14]. 3Hauu-
TeNbHbIM POCT YPOBHS CbIBOPOTOYHOW TPUMNTA3bl B AMHAMUKE,
YNbTPa3BYKOBblE MPU3HAKM renaToMeranuu, noBblleHue 3Ha-
YyeHuit acnapTaTamMmMHoTpacdepasbl 1 TpoMbouMTOB TpebyeT
0693aTeNbHOro0 AMCcnaHcepHoro HabnoaeHus pebeHka 1 Npo-
BEAEHMS CUCTEMHOW aHTUMEAMATOPHOM U HAPYXXHOW MpoTU-
BOBOCManuTenbHOM Tepanuu [15].
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3AKJTIOYEHUE

MK un OKT - peakune nobpokayectBeHHble 3aboneBaHus
KOXW, KoTopble 00bl4HO AeBTUPYIOT B AETCKOM BO3pacTe.
[narHoctnka penkux 3abonesaHuii yacto TpebyeT nposese-
HWS CNOXHOW AnddepeHuUnanbHOM AmarHoctukn. OcobeHHo-
CTbt0 COBPEMEHHOTO TeYEHMS KOXHOro mactoumtosa u HOKT
ABNSETCS aTUMMYHAS KIMHUYECKAs KapTMHa M BbICOKMIA PUCK

pa3BUTUS BHEKOXHbIX CUMATOMOB. [1pnBeaeHHbIe KNMHUYe-
CKMe CNly4yan AeMOHCTPUPYHOT HEOBXOAMMOCTb MEXAMUCLMNAN-
HapHOro HabnaeHWS NALUMEHTOB C 3TUMM 3abONEBAHUSMU
W MEHSIHOT CTEPEOTUMbI OTHOLIEHUS K HUM KakK CaMOCTOSTENb-
HO 1 BeccnegHo perpeccupyroLMM npoLeccam.
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