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O6ocHoBaHne. MacTounTo3 sIBAsSEeTCS BecbMa peaKkum 3aboseBaHnemM ¢ 6OJbLUMM KIMHUYECKUM pas3Hoobpasnem
MposiBAEHNI, B OCHOBE KOTOPbLIX JIEXKMT aHOMa/lbHasi K/I0Ha/ibHasi nposangepaums TYYHbIX KIETOK B OpraHax M TKaHsX,
BKJIIOYas1 KOXKY, KOCTHbIM MO3I, IMMPATUYECKME Y3/ibl, MEYEHb, CEIE3EHKY U XKENYAOYHO-KULIEYHbIM TPaKT. [JuarHos ycra-
HaB/MBAETCA Ha OCHOBaHWU KAMHWUYECKWUX MPOSIBAEHMM, 1abopaTopHbIX M MHCTPYMEHTa/IbHbIX METOA0B MCCAef0BaHMS.
Oco6yto posib B OCTaHOBKE AMarHo3a «MacToLMUTO3» UrpakoT CUMATOM [apbe — YHHbI U MMCTOI0rMYECKOe MCCe0BaHMe.
MpeacTaBaeHHbIN KIMHUYECKMI Cllydai ONMCbIBAET BECbMa PEAKYI0 KOXHYI0 GOpMy MacToLmnTo3a. OnMcaHne KIMHUYECKOro
cayyas. [leBoyKka, Bo3pacT 2,5 roga, rocnutaan3mpoBaHa ¢ MHOXECTBEHHbIMU 3pUTEMATO3HbIMM NanyaaMmu Ha Tese, auLe
M KOHe4HocTax. KomnaekcHoe o6cnefoBaHue, BKOYas TpernaHoGMOMNCHio KOCTHOr0O Mo3ra M no3uTPOHHO-3MUCCHUOHHYIO
TOMOrpaduio, MO3BOJINIO UCKIKYUTL CUCTEMHbIE MPOSIBIEHUS MacToymTo3a. 3aKadeHme. HecmMoTps Ha To, 4TO MacTo-
LUMTO3 y feTell B OCHOBHOM MNpeACcTaBaeH KOXHOM popmMoi, HEO6XOAMMO MPOBOANUTL TiaTeslbHoe 06cae[0BaHme nalmeHTa
Ha npeamMeT CUCTEMHOIO MOPaXKeHUs. AHTUrMCTaMUHHbIE penapaTbl B COYETaHMM C TOMMYECKOM M/UIM CUCTEMHOV Tepanuen
[TIIOKOKOPTUKOMAAMM 4acTO 9QOEKTUBHBI, HO MOJIHbINA PErpecc NaToorMyecKnx npPosiBaeHni 3aboaeBaH1s MPOUCXOANT He
Bcerga. [py oTCyTCTBMM MM HEAOCTATOYHOM TEPANeBTUYECKOM 3POEKTE MOKa3aHO MCMOIb30BaHME MHbIX TepaneBTUYECKMX
onumn — TapreTHbIX npenapaTtoB (MHIMGUTOPOB TMPO3MHKUHA3).
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OBOCHOBAHME

MacToumTo3 npeactaBnseTr Co60W reTePOreHHyl Mno
KIMHWKO-1a60opaToOPHbIM XapaKTePUCTUKAM PeaKyto rpynny
3a60oneBaHnin CUCTEMbI KPOBM, ANl KOTOPbIX XapaKTepHa
KnoHanbHasa nponavdepaumns Ty4HbIX KIETOK B PasfiMyHbIX
opraHax v TKaHsx. [lpyrumu opraHamu, KOTopble nopaka-
0TCS MPY MacToLMTO3e, ABMSAIOTCA KOCTHbIM MO3T, TMMdaTh-
YecKue y3/bl, MeYeHb, CeNe3eHKa M XKeNyao4HO-KUILIEYHbIN
TpakT [1]. B cooTBETCTBUM C KnaccubuKkauunen BecemumpHom
opraHusaumu 3gpaBooxpaHeHuns (BO3), BblaensoT cnegyto-
e dopmsl [2]:

1) MacToOLMTO3 KOXMU;
2) CWUCTEMHbIN MaCTOLIMTO3, XapaKTepMU3YOLWMIACA Npenumy-

LLECTBEHHbIM NOParKEHNEM BHYTPEHHWUX OPraHoB;

3) 0nyxonu U3 Ty4YHbIX KNETOK (TYHHOKNETOYHbIE CapKOMblI,

JIENKO3bI).

KoXXHbIM MacTouuTo3 ABNAETCS Hambonee Yyacton dop-
MOW MacToLMTO3a, a y AeTer 3a4acTylo eLUHCTBEHHOM
n B 75% cnyyaeB BO3HMKaeT B Bo3pacTe a0 2 net [3-5].
CUCTEMHbIV MacTOLMTO3 B LETCKOM BO3pacTe AWarHocTu-

pyetcs BecbMa peako [6]. ExxerogHaa 3aboneBaemocTb
KoXHOoW dopmon mactoumntosa (KPM) coctaBnsiet 0,2 Ha
100 Tbic. HaceneHus [7]. KOM y neteint nmeet 6naronpusaT-
HbI NPOrHoO3 [8, 9] M B GONbLIMHCTBE CNy4aeB perpeccupy-
eT 6e3 fieyeHus K nybeptatHomy Bo3pacty [10].

K®M BKOYaET TPM OCHOBHbIX NoAaTnNa [6]:
a) MaKynonanynesHbli, Uan NUrMeHTHas KpanuBHULA;
6) AMdbY3HbBIN KOXHbBIM MacToLMTO3;
B) O[MHOYHas MacTouuToMa.

Ondody3HbIM KOXHbIM MacTouuTod (AKM) saBnsaetcsa
peaKMM BapuaHTOM KOXHOrM0 MacToLMTO3a M COCTaBnseT
1-5% Bcex cnydyaeB 3aboneBaHusa [8-9]. AKM moxet
OblTb KaK BPOXAEHHbIM, TaK WU MPUOOBPETEHHbLIM B paH-
HemM JeTcKom Bo3pacTe. 3aboneBaHue xapaKTepusyeTcs
MHOUNBTPaUMEN Ty4HbIMU KIeTKaMu 6Gonblier nnouaau
KOXHOr0 MOKPOBa M MPOSBASETCS KOXHbIMW MaTONOMM-
YeCKMMK 3fieMeHTaMu no tuny “peau d’orange” («anefb-
CWMHOBas KOpKa») ¢ BapuabenbHOW runepnurmeHTauuen
n runepemuen [9-11]. AKM nposBngeTcs NosiBNEHUEM
NMOBTOPHbIX 3MW30/[10B rEeHepasn30BaHHbIX BbICbiNaHWUM



B BUAE MHOXECTBEHHbIX My3blpen Ha Koxe [12]. KoxHble
nposienenns KM o6bacHSAOTCS TeM, YTO Npu GU3UYECKOM
BO3AENCTBUU Ha MOPaXKEHHYID KOXY MPOUCXOAUT BbICBO-
60X aeHne 60bLIOro KoNMYecTBa MeanaTopoB BoCNaneHus,
TakuX KaKk Tpuntasa, FMCTaMWH, npocTarnaHauHbl U nen-
KOTPUEHbI, U3 rpaHyn Ty4yHbiX KneTok [10, 13]. B TeyeHue
3-4 net nocne Havyana 60NE3HU OTMEYaeTcs TeHAeHUMN
K CHMWXEHWIO 4acTOTbl NMOSIBAEHWW BONAbIPEN W My3blpeN.
OnddepeHumnanbHyto aMarHoctuky éynnesHoro KM nposo-
[AT C BPOXAEHHbLIM OY//IE3HBLIM 3NMAEPMOIU30M, cTaduno-
KOKKOBbIM CMHAPOMOM OGOXKEHHOW KOXMW, HeoHaTalbHOM
BMPYCHOW MHdEKLMEN NpoCToro repneca, anMaepMonmTnye-
CKUM runepKepaTosom [5, 14].

CuctemHbin mactoumTtod (CM), HanpoTMB, B OCHOBHOM
pa3BuMBaeTca BO B3pocsom Bo3pacTe. [pu aton dopme
oTMeyaeTcs MynbTUdOKaNbHas MHPUIBTPaLUSA MacToLUTamm
pas3nn4YHbIX BHYTPEHHUX OPraHoOB, B TOM 4YMCNE M KOCTHOrO
mMo3ra [4]. B cootBeTCcTBUM € Knaccudurkaumen BO3 (2022),
CM nogpasaensioT Ha BapuaHTbl C M30/IMPOBaHHbLIM Mopaxe-
HWEM KOCTHOro MO3ra, MHAONEHTHbIN, arpecCUBHbIN CUCTEM-
HbIM MacTOLMTO3, TYYHOKNETOUYHbIN NEMKO3 (MU TYHHOKIIETOY-
Hasf capKoMa) U CUCTEMHbIK MacTOLMTO3, aCCOLMUPOBaHHbIN
C MHOW OMyX0Jiblo reMonoaTM4yecKon npupoabl [2]. Ana onpe-
[eNeHns BEepOSTHOCTM MOpaXeHUs OpraHoB U CUCTEM MpH
CM Bce naumeHTbl NPOXOASAT KIMHUKO-nabopaTtopHoe obcere-
[loBaHWe, BK/tOYatollee B cebs KIMHUYECKMI aHann3 KpoBu
C nevKoumMTapHon GOopMynon, BUOXMMUYECKUI aHaNT3 KPOBMU
C onpeaeneHnem LenodYHon docdarassl, aMMHOTpaHchepas,
anbda-TpmnTasbl, KOMMNbIOTEPHYIO ToMorpaduio (KT) opraHos
rPYOHOM KNETKU, a TaKXe yNbTpa3BYKOBOE WCCnefoBaHWe
(Y3WM) opraHoB 6ptoLiHOM nonoctu [15].

O693aTeNbHbIM NPU MacToLMTO3e ABASETCA NpoBede-
HWE TUCTOJIONMYECKOro MCCNefoBaHUsA KOXM, NMPU KOTOPOM
B 6a3a/lbHOM Cfioe anuiepmuca onpeaenserca nurmeHTta-
uMa, a B Jepme — rnepuBacKyNsipHbIM U MHTEPCTULMANBHBIN
WHOUNBTPAT, NpeacTaBNeHHbIn NMMbOLUTAMU U TYYHbIMK
Knetkamu [13, 15].

Ons tepanun KOM wncnonb3yoTcsd aHTUTMCTaMUHHbIE
npenapaTtbl, MECTHble WM CUCTEMHbIE [JIIOKOKOPTMKOCTE-
pOouabl, @ TaKXKe MHIMOUTOPbI KanbUuHeBpUHa [16, 17].

Tepanusi CUCTEMHOrO MacTOLMTO3a MOMET BKJOYaTb
TapreTHble npenapaTtbl: MOHOK/IOHA/IbHOE aHTUTENI0 OManu-
3ymMab, MYSIbTUKMHA3HbLIN UHTMOUTOP MUAOCTAYpPUH, a TaKxe
MHIMBUTOP TUPO3UHKMHA3 UMaTUHKUG [18-20].

B faHHOM cTaTbe Mbl PaCCMOTPUM KIIMHUYECKUI Npumep
OKM, OWnBKKN AMarHOCTUKKN U CIOXHOCTU BbiGopa Tepanuu.
MoHMMaHue 3Toro peakoro 3aboneBaHMs NOMOXET Bpayam
6onee apdEKTUBHO AMarHoCTMpoBaTb U BOBPEMS Ha3HavaTb
Heob6xoAMMYI0 Tepanuio nauneHTam.

KNUHUYECKHUIA NPUMEP

O nauueHTe

MauneHTka A., Bo3pacT 2,5 roga. lpu NoOCTynaeHuu
B HWW petckow oHkonormm u rematonornm Prey «HMUL,
OoHKonormn wum. H.H. bBnoxvHa» MwuH3gpaBa Poccuu
(r. MockBa) maTb npeabaBsna )anobbl Ha pacnpoCcTpPaHeH-
Hble BblICbINaHWs, 6€CMNOKONCTBO pebeHKa.

AHamHe3 60/1e3HHU

Co cnoB maTtepu, nepBble MNPOSBAEHUS 3aboneBaHUs
OTMeYeHbl B 3-MeCH4HOM BO3pacTe M XxapaKTepu30BainCb
NosiBIEHUEM €AMHMYHBIX BbICbINMAHUM Ha KOXe TynoBMLLa.
B TeyeHue 2 neT Npoucxoauno MeAsieHHOEe yBennyeHue
BbICbIM@HMM B pa3mepax n Konnyectse. B BospacTe 1 roga no
MecTy xutenbctBa (Pecnybnunka Y36ekuctaH) Gblna npose-
[leHa 6MOoNCKs NaTONOrMYECKOr0 3/IEMEHTA KOXM, MO 3aKJto-
YEHMIO C MeCTa UTENbCTBA: IOBEHU/IbHAsA KCaHTOrpaHynema.
[ononHutenbHoe o6cneaoBaHne He MPOBOAMIOCD, leYeHUs
pebeHoK He nonyyarn.

AHaMHEe3 XU3HHU

Ha MOMeHT ob6palleHuss poauTenu nauueHTKU Obln
coMaTMYyecKu 370poBbl. auueHTKa Obla poXaeHa oT
TpeTben 6epPeEMEHHOCTH, BTOPbIX CPOYHbIX POAOB Ha CpoKe
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Treatment Approaches for Diffuse Cutaneous Mastocytosis

in Children: Literature Review and Actual Clinical Experience

Background. Mastocytosis is a very rare disease with various manifestations, based on abnormal clonal proliferation of mast cells in
organs and tissues, such as: skin, bone marrow, lymph nodes, liver, spleen, and gastrointestinal tract. The diagnosis can be established
according to clinical manifestations, laboratory, and instrumental data. Darier’s sign and histological examination are crucial for
mastocytosis diagnosis. The presented clinical case describes very rare cutaneous form of mastocytosis. Clinical case description.
The girl, 2.5 years old, was hospitalized with multiple erythematous papules on her body, face, and limbs. Comprehensive examination,
including bone marrow biopsy and positron-emission tomography, allowed us to exclude mastocytosis systemic manifestations.
Conclusion. Despite the fact that mastocytosis in children is mostly represented by skin form, it is necessary to perform complex patient
examination on any systemic damage. Antihistamines in combination with topical and/or systemic glucocorticoids are often effective,
but complete response does not always occur. Implementation of other therapeutic options, such as targeted drugs (tyrosine kinase
inhibitors), is suggested In case of no or insufficient therapeutic effect.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

39-40 Hen. TeyeHne 6GepeMeHHOCTM 6e3 0COO6EHHOCTEN.
Macca Tena pebeHKa npu poxaeHun — 3470 I, anvHa
Tena — 49 cwm, oueHka no wkane APGAR — 7/8 6annos.
MpunoxeHa K rpyam cpagdy. HacneacTBeHHbIM aHaMHe3: 6paK
HEePOJCTBEHHbIN, OHKOIONMYECKMMN aHaMHe3 He OTArOLEH,
aTonunyeckne 3aboneBaHns KOXKW Y POACTBEHHUKOB NepBOn
JIMHUM HE OTMEYEHDI.

®dusuKanbHaga gMarHocTuKa

Bo Bpemsi mepBMYHOro ocmoTpa cocTosiHMe pebeHka
cpeaHen TaecTn. CoH HapyweH. [ibixaHWe B NerkKnx nyapuib-
Hoe. ToHbl cepala ACHble, pUTMUYHbIE. ANNETUT YAOBNETBO-
puTtenbHbln. Mepudepunyeckne nnmdaTtmyeckme yanbl npu
OCMOTpE M Nanbnaunun He yBennyeHbl. }UBOT MArKun, 6es-
60/1€3HEHHbIN. [leveHb 1 cene3eHKa Npu nanabnauum u nep-
KyCCMM HOpMasbHbIX pa3mepoB. CTyn 1 pa3 B CyTKK, 0bopMm-
NieHHbIM. MoyeuncnyckaHve perynspHoe, 6e3601e3HeHHOoe.
KOXHbIM MaToNorM4yecKmnin NpoLecc MMeeT pacnpoCTpaHeH-
HbIX, CUMMETPUYHbIN XapaKTep, BbICbINaHWSA NOKaNN3yoTCs
NpPeMMyLLLECTBEHHO Ha KOXe nua, TyIOBULLA, KOHEYHOCTEN.
Ha Ko)Xe BbllienepeyncneHHbix obnacten HabnopatoTcs
MHOX€ECTBEHHbIE 3pUTEMATO3Hble Nanyibl ¢ YETKUMU rpa-
HULAMU, OKPYMbIX WAKM HENPaBW/bHbIX OYepTaHWW, Aua-
meTpom Ao 0,7 cMm, HEKOTO-
pble M3 KOTOPbIX CKJIOHHbI
K cnusiHuioo. B mecTax Tpe-
HUS1 KOXM OAEXKAOM MW npu
BbIPaXKEHHOM MJiaye y 4actu

Puc. 1. MauneHTtKa A,
Bo3pacT 2,5 roga, COCTosiH1e
npu noctynneHun. KoxxHbin
naToNorM4ecKkuit npoLecc
HOCMKJ1 PacnpoCTPaHEHHbIN,

CUMMETPUYHbIN XapaKTep 3/1eMeHTOB oTMe4vaeTcs
1 JIOKasIn30BaNCa Ha Koxe NOJIOXUTENbHLIK  CUMNTOM
BOJIOCUCTOM 4acCTK roNioBbl, [Japbe — YHHbl (BblpaKeH-

nvua, TynoBuLLa, BEPXHUX
N HWXHKUX KOHEYHOCTEN. Ha Koxe
BblllenepeyncneHHblx o6nactemn
HabnAaNUCh MHOXECTBEHHbIE
3pUTEMATO3HbIE Nanysbl

C YETKMMMU rpaHuLaMK,
HEKOTOpbIE C TEHAEHLMEN

K CIUSHUIO

Has OTEYHOCTb, rMNepemMms).
Mpu nanbnaumn  oTMme-
yaloTcad 3ya M OONe3HeH-
HOCTb (puc. 1).

MpepBapuUTenbHbIN

Fig. 1. Patient A., age 2,5 years Auartos
old, condition at admission. Ha ocHoBaHuM xanoo,
The skin pathological process dHAMHECTUHECKNX  NaHHbIX

was widespread, symmetrical,
and localized on the skin of
the scalp, face, body, upper
and lower limbs. Multiple
erythematous papules

with clear boundaries, some
with tendency to merge were
observed on the skin

of the mentioned areas

N KIMHUYECKMX MPOSIBNEHUN
3aboneBaHus Gbin NoctaBneH
npeaBapuTeNnbHbIM OCHOBHOM
anarHos: «MacToumMTO3, KOX-
Has popma?».

[Onsa nposegeHusa andode-
peHuManbHOM AUarHOCTUKM
C APYrMMW My3bIPHbIMK Aep-
T MaTo3aMM W CUCTEMHbIMU
(B TOM 4ucne onyxoneBbl-
MK) 3aboneBaHuUsaIMU Obin
BbINOJ/IHEHbI MaToOMoOpdOoso-
rm4eckoe ” WMMMYHOIUCTO-
XMMUYECKOE UCClefoBaHus,
a TaKXe MNO3UTPOHHO-3MMUC-
CWOHHas ToMorpadud, co-
BMeLLeHHas € KOMMblOTEP-
HoW ToMmorpaduen (MIAT-KT).

AnHamMmuKa u ucxopbl

Ha cneayoowune CyTKM
nocne nocTynieHuss B Kiu-
HWYECKOM aHann3e KpOoBMU:
remorno6vH — 121 r/n, aput-

WUcToyHuK: Banunes T.T.
1 coaBT., 2024.
Source: Valiev T.T. et al., 2024.

pounTbl — 4,79 X 1012/5, rematokpuT — 36,3%, TPOMGOLIK-
Tbl — 387 X 109/51, nenKkouutapHas GopmMyna He U3MEHeHa.
B 6MOXMMMYECKOM aHanu3e KpoBM: TpaHCamuHa3sbl, Mo4e-
BWHa, MO4YeBas Kucnota, 6unnpybuH n ero Gpakuuun, nmno-
npotenabl B npeaenax pedepeHcHblx 3HavyeHuni MNMokasatenu
CBepPTbIBaAOLLEN CUCTEMbI KPOBM 6€3 3HAYMMbIX OTKIIOHEHWUW.

B aTH e cyTKM BbINONHEHa 61oncus Koxu. Npu ructo-
NIOTMYECKOM MUccneaoBaHun onpenensnucb GOKyCbl UCTOH-
4yeHusa anuaepMuca, akaHTos M runepkepartos. B aepme npo-
cnexvBanacb MHOUALTPALKUS MOHOMOPGHLIMKU KIETKaMH,
OKpyrnon ¢opMbl, CO CKYAHOW 303MHODUIBHOM LMUTOMNA3-
MOR. Slapa KIETOK O0BOWAHbIE, C IMbl6YaTblM XPOMATUHOM.
Mpu npoBeaeHN UMMYHOTMCTOXMMUYECKOIO UCCNeA0BaHMUS
B K/JETKax MnaTonorM4yeckoro ob6pasoBaHus onpegensnacb
aKkcnpececnsa CD117.

YpoBeHb TPUNTa3bl CbIBOPOTKM KPOBW 6bl1 HOPMasbHbIM
n cocTaBian 8 MKr/n.

NS UCKNOYEHWS MOPaXKeHUs APYrMX OPraHoB U CUCTEM
6bina BbinonHeHa MIT-KT ¢ 18F-FDG, no pesynbratam
KOTOPOM 04aroB naToNOrMYecKoro runepmetabonusma
He OTMeYeHO.

Mo pesdynbratam TpenaHo6MONCUKU KOCTHOrO Mo3ra npu-
3HaAKOB €ro nopakeHus He Bblno.

Taknm 06pa3om, Ha OCHOBaHUMM aHamHe3a, KIWHWYe-
cKoro ocmotpa, pesynbratoB M3T-KT un mMopdo-uMmyHo-
TMCTOXMMMYECKOTO MWCCIEA0BaHUS 04aroB MNOpPaxKeHHOM
KO BbICTaB/IEH OCHOBHOM AMarHo3: «Audody3HbIA KOXKHbIN
MacTOLMTO3».

B TeyeHue Hegenu naumeHTKa nonyvyana UETUPWU3KUH,
npeaHn30/0H, OHAKO MOMOXUTENbHAA AMHAMMUKa OT nede-
HWS OTCYTCTBOBAsa: NaTo/IoOrMYecK1e 3n1eMeHTbl MPOAoSIKa-
NI Me[/IEHHO YBENNYMBATbLCS B pasmepax.

C y4eTom OTCYTCTBMSA TEpaANeBTUHECKOrO apdeKTa Ha aHTH-
rMCTaMUHHbIE NpenapaTbl U [IOKOKOPTUKOUALI 6blI0 Npw-
HATO peleHne 06 MCNoNb30BaHWKM MMaTuHMGa meaunata.
HaszHayeHne gaHHOro mpenapata BHE 3aperncTpuMpoBaHHbIX
nokasaHuu (off label) 66110 NPoOBEAEHO NO PELLIEHUIO KOHCH-
nMyma Bpaden. B nepBble HECKO/IbKO AHEN Tepanuu ny3bipu
cTanu 6onee runepemMmpoBaHHbIMU (pUC. 2).

Mocneaywowas Ttepanua MMaTMHUO0OM ME3WIaTom Mnpu-
BeNla K NOJIHOMY Perpeccy KIMHUMYECKMX NPOSBIEHUI MacTO-
uuTosa (puc. 3). AnntenbHOCTb liedeHus coctaBuna 6 Mec.

MporxHos

Ona 60nblUMHCTBA AETEN C KOXXHbIMWM dOpmMamMu mMacTo-
LMTO3a NPOrHOo3 6naronpuATHbIN M 6O0NEe3Hb perpeccupy-
eT K HacTynneHuto nyb6eprtaTHoro BospacTa [1, 21]. Ho
y 3-5% nauueHToB ¢ gvarHo3oM KM KauHMYecKkas Kap-
TMHa atunuyHa: AMOOY3HbIM TUM NOPaXKEHUs KOXKU, paHHUM
0eBIOT CUCTEMHBIX MPOSBAEHUN. B NOAOGHBIX KITMHUYECKUX
cnyyasx passuBaetca CM, B TOM yucrie BO B3POC/IOM BO3-
pacTe. [NporHos 3aBucuT oT Gopmbl CM 1 cnoco6oB NpoBo-
AMMOro neyenus [15].

OBCYXAEHME

Cpean Tpex GopM KOXXHOro MacToLMTO3a — NUrMEHTHON
KpanueHuubl, anddysHoro mactoumtoda (AM) u macto-
unTombl — 1M BCTpeyaeTcs perke BCEro u MMeeT XyALuin
nporHos. B cuctematmyeckom o63ope 1747 cny4aeB macTo-
uMTO3a y AeTen TonbKo 5% cnyyaes 6binn AM [10].

OKM onpepensetca reHepann30BaHHbIM YTOMLLIEHUEM
60/blEN MOBEPXHOCTU KOXKHOMO MOKpPOBa MpPWU OTCYTCTBUM
OTAENbHbIX 04aroB runepnurMmeHTaunn [11]. BHewHWn Bua
NMOPaXKEHHbIX YY4ACTKOB KOMXMW MpW [JaHHOM 3ab6oseBaHuu



Puc. 2. MaumneHTKa A., Bo3pacT 2,5 roga. B nepsble AHU Tepanuu
MMaTUHMOOM Me3MNaToM 0TMEYaloTCs rMnepemms, 0Te4YHOCTb
BbICbiNaHWi. Habnogaetca popMmnpoBaHue ny3blper ¢ CEPO3HbIM
COAEPKUMBIM, HaMNPSKEHHON NOKPLILWKON B Npefenax paHee
MMeEIOLLMXCS Nanyne3HblX 31EMEHTOB

Fig. 2. Patient A., age 2,5 years old. Rashes hyperemia and swelling
are observed in the first days of imatinib mesylate therapy. There is
the formation of bubbles with serous content, strained cap within
the previously existing papular elements

McToyHuK: Banunes T.T. u coaBT., 2024.
Source: Valiev T.T. et al., 2024.

TPaAMLIMOHHO Ha3blBaIOT «aneflbCMHOBOM KOPKOM» UK «C/o-
HOBbEWN KoXel». N3-3a BbICOKOIro Y1Mcia MacTOLMTOB B KOXKe
npv gaHHon GopmMe He PeKoOMEHOYEeTCH NPOBEPSATb Hannuune
cumntoma lapbe — YHHbI, 4TOObl M36€eXaTb NOTEHLMATbHO
MacCCUBHOW AerpaHynsaumMmM MacToLMTOB, KOTopas MOXKeT
NPUBECTU K NPOSIBIEHNIO BHEKOXHbIX CUMNTOMOB. HecmoTps
Ha CTeMNeHb NMOPaXKEHMUS KOXKMU U TAXECTb KIMHUYECKUX CUM-
NTOMOB B Havane 3aboneBaHus, [IM 06bl4HO perpeccupyeT
K NOAPOCTKOBOMY BO3PacTy, 4acTo OCTaBAsasa nocne cebs pyo-
LLOBOMOA06HbIE M3MEHEHUS, XOTA Y HEKOTOPbIX NaLMEHTOB
3aboneBaHne CoXxpaHaeTcs U BO B3pocaoM Bo3pacTe [12].

Kak 1 npu BCcex Tunax mactouuTosa, ansa M xapakTe-
PEH CMHAPOM aKTMBaLUMKU TY4HbIX KNeTOoK. OH nposiBaseTcs
KpaTKOBPEMEHHbIMW 3MM304aMKU BbICBOGOXKAEHNS mMeana-
TOPOB BocnaneHus 6e3 MAEHTUOULMPOBAHHOIO aHTUIEHHO-
ro CTMMyna, KoTopble, B CBOIO O4epefb, 3anycKatoT MpucTyn
aHaduaKCcuK, COMPOBOXAAOWMNCS TUNEPEMUEN KOMXKM,
KpanuBHWULEN, 3yA0M M TMNOTEH3MEN. Hannyne BHEKOKHbIX
CMMNTOMOB He 06§3aTeNibHO CBUAETENbCTBYET O CUCTEM-
HOM TuMe 3ab60/1eBaHUs, TaK KaK MacTOLMTbI KOXW CMOCco6-
Hbl BbICBOOOXAaTb MeanaTopbl, OKa3blBatoWme CUCTEMHOE
nencraue [22].

MaTtodr3nonornyeckon oCHOBOM JaHHOro 3aboneBaHus
ABNSETCS NaTOreHHbIM BapuaHT B reHe c-KIT, KOTopbIi Haxo-

Puc. 3. Yepeas 2 mec oT Havyana Tepanun UMaTMHMGOM

Me3KnnaToM BbICbiNaHWsa NOAHOCTbIO pa3peLnamnch

C MCXOOM B NOCTBOCNANUTENbHbIE TMMNO- U AENUTMEHTUPOBAHHbIE
NATHa OKPYIbIX O4ePTaHWUM, C HETKUMU rpaHULLaMK,

AnameTtpom 1o 0,7 cm

Fig. 3. Two months after imatinib mesylate therapy initiation,

rashes were completely resolved with outcome in post-inflammatory
hypo- and depigmented rounded spots, with clear boundaries,

up to 0.7 cm in diameter

McToyHuK: Banunes T.T. n coaBT., 2024.
Source: Valiev T.T. et al., 2024.

IMTCS B [IVIMHHOM nniede 4-i xpoMocombl [22]. [eH koanpyet
KIT — TpaHcMeMO6paHHbIM peLenTop C TUPO3MHKMHA3HOM
aKTUBHOCTbBIO M MIENOTPONHbIMK 3PdEKTAaMMN Ha pas3nyHble
BWbl KNETOK [22]. BONbLMHCTBO reMOMNO3TUYECKNX KITETOK
nepecTtatT aKkcnpeccupoBaTb KIT nocne anddpepeHumpoB-
KW, TOrga Kak MacTOLMTbl COXPaHSOT CNOCOGHOCTb KOAM-
poBaTb AaHHbIA pPeuenTop Ha MNPOTSXEHUM BCEro CBOEro
U3HEHHOro uukna [23]. lMNpu cBa3biBaHUKM C GaKTOpOM
CTBONOBbLIX KNeTok (SCF) nponcxoanTt aumMepusaums peuen-
Topa KIT, KoTopas NpMBOAMUT K aKTUBALIMK BHYTPUKIETOHHOM
TUPO3MHKMHA3bI, 4TO BIEYET 3a COO0N BbICBOOOXKAEHME U3
TYYHbIX KIETOK rMCTaMuHa, NPOTEOrNIMKAHOB, HENTPaNbHbIX
npoTteas, npocrarnaHiMHOB, TPOMOOKCAHOB W NIENKOTpUE-
HOB, a TaKXe uHTepnenkuHos (IL-1, -2, -3, -4, -5, -6, -8),
paKTopa HeKkpo3a onyxonu anbda M MHTepdpepoHa ramma
W onpeaensieT KIMHUYECKYIO M NaTOMOPdOOrMYECKYIO Kap-
TUHY MacTouuTo3a [6].

CywecTBylOT pas3nnynsg B KIMHUYECKUX OCOOBEHHOCTAX
MacToLMTO3a, a TaKXe B JIOKan1M3aLum naToreHHoro BapuaH-
Ta reHa npu maHudecTaunm 3aboneBaHus y IeTeN U B3pOC-
nbix [23]. MacTouMTO3 B3POC/bIX 06bIYHO MEPCUCTUPYET Ha
NPOTAMXKEHUN BCEN UX XMU3HU U Gonee 4eM B 90% cnyyvaes
Bbl3BaH MaToreHHbIM BapuaHToM B reHe c-KIT ¢ 3aMeHown
acnaparvHa Ha BanuH B KojoHe 816 [23, 24]. MacTouuto3
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KnuHunyeckKoe Ha6noaeHue

y [eTen 4acTo CNOHTaHHO PerpeccupyeT, a TakxKe oTan4aeT-
CH U OBHapy)XeHWEeM NaTOreHHbIX BapuMaHTOB He B KOJOHEe
D816V 3k3oHa 17, a B Apyrux aK3oHax B 44% cny4vaes,
noaToMy MNpW OTCYTCTBMM MNaTOreHHoro BapuaHTa D816V
PEKOMEHAOBaAHO CEKBEHWpPOBaHWe Bcero reHa c-KIT [24].
[Mpn aTOM He 6bII0 HAaWAEHO Koppensauun mexay GeHoTu-
NoM M FreHOTMMOM 3ab0sieBaHUS, a TaKKe HET YETKOW CBA3M
NIOKann3auuun naToreHHbIX BapuaHTOB reHa npu Hacneao-
BaHMM MacTOLMTO3a C MOSABAEHUEM FEHETUYECKUX U3MEHEe-
HUI de novo [24].

Bo3HWKHOBEHWE TpyAHOCTEW B MOCTAHOBKE AWarHosa
KOXXHOro MacTouuTo3a 00YCNOBNEHO COXHOCTAMU B AND-
depeHumanbHON AMarHoCTUKE LMPOKOro cnekrpa 3abone-
BaHWM, NPOABAAOWMXCA CXOXUMU KIMHUYECKUMU NPOSB-
NleHnsaMu. B noctaHOBKe AnarHo3a nomoratoT KIMHUYEeCKme
NpPU3HaKKW, nabopaTopHble, MHCTPYMEHTaNlbHblE U TMCTONO-
rMyecKkoe uccnefoBaHus, KakoBble M Gbliv NpoBeAeHbl Ans
NoATBEPXKAEHUSA OMarHo3a B Hawem cny4vae. [pu rucrto-
lorM4yeckom muccnegosaHun npu KM oTmevatotcs macTo-
UMTbl, MHOUNBTPUPYIOLWLME AepMYy, U cybanuaepManbHbIn
OTEK, BbI3blBAOWMI BE3NKYN00YNNE3HbIE NopaxeHus [14].
[MOBbIWEHHbIE YPOBHU TPUNTa3dbl KOPPENMPYIOT C Kosnde-
CTBOM MacCTOLMTOB, CTEMNEHbIO NMOPAXKEHUSA KOXKU U TAXKECTbIO
CUMMNTOMOB aKTMBaLMW Ty4HbIX KneToK. OTaenbHO crnegyet
OTMETUTb, YTO YPOBEHb TPUMTa3bl MOXET OblTb HOPMaib-
HbIM [14]. YT06bl MCKIOYNTb CUCTEMHOE MOpaXKeHune, nauu-
€HTaM C peuuanBUPYIOLWLMMKU CUMITOMaMK WK NPU3HaKaMu
nopaxeHns oOpraHoB NOKa3aHbl AMarHOCTUYECKME Uccneno-
BaHUA: BMOMNCUA KOCTHOro Mo3ra, Y3M 6ptoliHOM MosocTy,
KT opraHoB rpyaHon KneTku, G6poLHOM NOMOCTU, OPraHoB
Tasza unm MN3T-KT, a TakKe NOUCK NATOreHHOro BapuaHTa
MyTauuun B reHe KIT [14].

TakTMKa BeaeHus aeten ¢ KPM HanpaBneHa Ha KOH-
TPOJIb CUMMMTOMOB, aCCOLMMPOBAHHbLIX C AerpaHynsaum-
el Ty4HbIX KneTok [6, 25]. BapnabenbHOCTb TPUITEPOB
y NauMeHTOB BbiCOKa M MOXET BK/OYaTb KaK MexaHwu-
YyeckKne u GuU3MYeckue BO3OENCTBUS, TaK U UHDEKUMUH,
MeAMKaMEHTO3HblE M alnuMeHTapHble dakTopbl [6, 25].
Heob6xoanmMo unsberatb 4pe3mepHbix GpU3MYECKUX Harpy-
30K, pe3Kux KonebaHun TemnepaTtyp, NOBPEXAEHUS KOXK-
HOro nokposa [16, 25]. CTouT TaKKe YnoMSHYTb, 4TO
pasnn4yHble NPOAYKTbI, COAEPKALLME TMCTAMUH (Hanpumep,
BAJIEHOE M$CO, KonyeHas pbli6a, BblAepXKaHHbIE CbIpbl,
PepmMeHTUpPOBaHHbIE MPOAYKTbI, GaKfaxaHbl), a TaKxe
BNMSIOWME HA YCUNEeHWe BbIPaBOTKM rMcTaMumHa (Kny6HUKa,
LIMTPYCOBblE, aHaHacbl, OPEXH, MOJITIOCKH, LLOKONAaA), CHM-
TatoTca Tpurrepamu [26].

CornacHo HefjaBHEMY MUccnefoBaHWIO, YacToTa aHabdwu-
NIAKTUYECKUX peaKuMi Ha BaKLUMHAUMIO y AeTen C macTo-
LLMTO30M HECKO/NbKO Bbille, 4Yem B 06Len nonynsauum [27].
B KnuHuyeckom cnydae L.G. Bankova ¥ coaBT. onucaHa
ocTpas aHadpunakTMyecKas peakumsi ¢ BO3HUKHOBEHMEM
ny3blper Ha KOXe Mocfie BBeAEeHUS BaKUMHbl y natume-
csi4Horo peberka ¢ AKM [28]. MNMocKonbKy NeKapcTBEHHbIE
npenapatbl, 0ObIYHO MCMONb3yemMble MpU 06LLEN aHecTe-
31K, MOTYT [erpaHynnpoBaTb MacTOLMTbl, PEKOMeHIyeTcs
BblGUpPaTb @aHECTETUKU C HU3KOW CMOCOBHOCTbIO BbI3biBaTb
aktmBaumio MK 1 HagHavaTb aHTUrMCTaMUHHOE fleYeHune Ao
n nocne npoueayp [29].

CumMnToMaTn4yecKkme nevyeHne MOXET OblTb MPOBeELEHO
C UCMNOJIb30BaHWEM TOMUYECKUX MTIOKOKOPTUKOUIOB, OAHaKO
WX ASIMTENbHOE NPUMEHEHUE 3anpelieHo M3-3a NO60YHbIX
addeKToB [6]. NoaToOMy B negnaTpuyecKom npakTuKe peKko-
MEHOBAHO MCMNONb30BaTb MHIMOUTOPbLI KalbLWHEBPUHA,

Hanpumep MNUMEKPOIMMYC, KOTOPbIM MNOKasan OTAU4YHble
pesynbTaTbl B lIe4eHnn 3a6oneBaHn U UMEET BbICOKUIM Npo-
dunb 6e3onacHocTH [17].

B KayecTBe cpefcTB CUCTEMHON Tepanun UCNONb3YIOTCH
npenapartbl KPOMOMMUMEBOW KMUCNOTbI, KOTOpble Hamnpas-
fleHbl Ha 06neryeHMe CUMMNTOMOB CO CTOPOHbI XeNyAo4HO-
KULLIEYHOro TpaKTa (avapes W abhoMuHanbHas 60/b) [6].
Kpome KpomornuumMeBon KUCAOTbl MCMONb3YOTCA U aHTU-
rMcTaMuWHHble npenapartbl. [pegnovyTeHne oTaaeTcs aHTu-
rMCTaMWHHBbIM npenapaTtaM |l NoKoNeHUs n3-3a OTCYTCTBUSA
ceflaTMBHOro aerncteua [6, 30].

Cpean reHHO-UHKEeHEePHbIX GMONOrMYEecKUX npenapa-
TOB NS JlevyeHua geTter ¢ MacTouMTO30M uccnefoBan-
cs oManm3ymab, KOTOpbIM MPOAEMOHCTpPMpOBan ObICTPYHO
WU 0ONTOCPOYHYI0 IGDEKTUBHOCTL B 60pbOE C TAXKENbIMU
cumnTomami, ceBsizaHHbiMKM ¢ KPM, y noapocTKa ¢ YacThbl-
MW ann3odamu aHadwunakcuu [18]. Takke Ona nevyeHus
CUCTEMHOr0 MacToLMTO3a Y B3POC/bIX MPUMEHSANCA UHIU-
OUTOP AHYCHOM KWMHa3bl MupoctaypuH [19]. JaHHbIM npe-
napat 6b1 ucnonb3oBaH off label y mnageHua ¢ CM,
COMPOBOXAaBLWNMCH 06pa3oBaHWeM MNy3blpen, KOTOPLIN
paHee He nogjaBasncs TpaguLMOHHOMY ne4veHuto. lNocne
12 Hep nedveHusa y pebeHKka Habnganocb 3Ha4YuUTENbHOE
KNMHMYECKOE ynydlleHWe ¢ NOMHbIM perpeccom 6ynnesHbix
3/IEMEHTOB U CHWXEHWEM YPOBHS TPUMNTa3bl CbIBOPOTKMU
00 61M3Koro K HopmanbHomy [19]. Cpean MHIMOGMTOPOB
TUPO3MHKMHA3 Anda nedveHus aeten off label ncnonbsyetcs
MMaTUHKUG. TaK, OH Gbl/l NPUMEHEH B Ie4EHUM ABYXJIETHErO
pebeHKa C nporpeccupyloen GOpMON KOXKHOIMo MacTo-
LMTO3a U NoKal3an OTINYHble pe3ynbTaTbl B BMAE MOSHOIO
perpecca BbICbiNaHWi B TeyeHue 2 mec Tepanuu [20].
Take npenapat 6bi1 Mcnonb3oBaH y aeten ¢ JKM B BO3-
pacte 3 1 11 mec. lNpu npueme nmaTnHMbGa Habnoaancs
ObICTPbIM MONOXKUTENBbHbIN 3DEKT 6e3 MOOOYHbLIX peak-
LUMI, a nocne OTMeHbl OTMe4Yanacb CTOWMKas pemuccus
B TeyeHue 2 neT HabnwoaeHnn [31]. Boibop gaHHOro npe-
napata O6bACHAETCH HEW3BECTHbIM MYTALMOHHbLIM CTaTy-
com KIT n ero HanpaBneHHbIM OENCTBMEM B OTHOLUEHWUMU
natoreHHoro BapuaHTa D816V (BHe 17 3K30Ha) [32].
MocKonbKy B 44% cny4aeB NaToOreHHbIM BapuaHT y aeTewn
ob6HapyXuMBaeTcs BHe KogoHa 816, Obl10 NPUHATO pelue-
HWe ucnosnb3oBaTb UMaTUHKGa Me3unar [24, 32].

B Hawen pa6oTe NpoaeMOHCTPUPOBaHa KiMHUYecKas
3OPEKTUBHOCTb MMaTUHWOGa Me3unaTta, KOTOpbIi NO3BOJIWA
[OCTUYb MOJIHOrO perpecca KOXHbIX NPOSBAEHUIA y pebeH-
Ka ¢ KM [16].

3AK/TIOYEHUE

O6beKTUBHbIE KIWMHUKO-NabopaTopHble TPYyAHOCTH
B AuarHoctuke AKM o6ycnoBneHbl peaKkocTbio AaHHOWM
naTtonornun y Aetenm U CXOACTBOM KJIMHWMYECKOW KapTUHbI
C ApYyrMMu aepmartosamu. Manoe KONMYeCTBO Hay4HbIX
nyénMkauum cBUAETENbCTBYET O HEOOXOAMMOCTU MOBbI-
WaTb HACTOPOXKEHHOCTb Bpayen B OTHOLEHWW MACTOLUTO-
3a. C uenbio NOCTaHOBKM NpPaBWIbHOIO AMarHo3a cneayet
BbIMOMHUTL peaKkuuto HenpsaMon MMMyHobayopecLeHUMn
/MUKW NaTormcToNorMyeckoe mccneaoBaHme 6GMONCUNHOIO
MaTepuana. BOnbWKWHCTBO ciy4aeB UMeloT gobpoKade-
CTBEHHOE K/IMHUYECKOe TeYeHUe 1 paspellaloTcs B neproa
NMofoBOro codpeBaHus. B gpyrux cnydasx aHTUrMCTaMuH-
Hble NpenapaTbl B COYETAHWUM C MIOKOKOPTUKOMAHON Tepa-
nMen 4acTo NPMUBOAAT K PEMUCCUN, OQHAKO NpK HeahdekK-
TMBHOM JIe4EHNM BO3MOXKHO MCMONb30BaHNE UHTMOUTOPOB
TMPO3MHKMHA3.
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