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0O6ocHoBaHMe. KoXHbi MacToynTo3 — pefKoe 3abosieBaHne, KOToOpoe ANarHOCTUPYIOT y 60/IbLUMHCTBa AeTeN B Bo3pacTe
40 2 net. OnucaHne AMHaMUKKM perpecca BbIChbINaHni 1 CUMITOMOB 60/1€3HM OTPaXKEHO B INTEPAaType HEAOCTATOYHO MOJIHO.
Lenb nccnegoBaHnss — 13y4nTb GaKTOPbl PUCKA, aCCOLMMPOBAHHbIE C KITMHUYECKUMM NPOSIBJEHUSIMM U CPOKaMn perpecca
KOXHOro mactoymto3sa y geten. Merogbl. B uccnegoBaHue BKIOYEHb! JaHHble 28 geTei B Bo3pacTe oT 3 mec go 12 ner,
HaxoAMBLLUMXCS HA ambBy/1aTOPHOM JIe4eHUU U HabogeHnn B MOCKOBCKOM Hay4YHO-MPaKTUYECKOM LIEHTPE AepmaToBe-
HEepoJIornMn n KocMmeTtosiornn [lenaptaMmeHTa 3apaBooxpaHeHus r. MocKkBbl B nepnof ¢ sHBapsi 2016 no Hos6pb 2019 rr.
CBegeHunst 0 AuarHo3e rnoJiydeHbl U3 MeAULMHCKON JOKyMeHTaumun. Pe3ynbtatbl. Y 28,6% fetei AuarHoCTMPOBAaH MATHUCTO-
nanynesHbii KoxHbi mactouymto3 (MMKM), y 71,4% nauueHToB — COUTapHas MactouymToma. AHaInM3 KJIMHUYECKOro
TEYEHMS] KOXXHOIro MacToLMTO3a roKa3a/l HerpepbiBHO PELMANBUPYIOLLEE TEYEHHNE poLecca M 3aMeaeHne CrIOHTaHHOMro
perpecca BbicbinaHuin 6osiee 4em y 50% peten. Cpean KoxHbix nposisieHui TIINKM npeo6naganv and@y3Hble KOxKHble
BbICbINaHUs, GaallUHr-peaKkynn, CTOMKUI KOXKHbIN 3y[, X COYeTaHUe C renatomMeraimei n HeBPOJIOrM4eCKMMU CUMITOMA-
mu. daKTopamm pucka, BAUSIOLMMU Ha OTCPOYEHHbINM PErpPecc KOXKHOro mactoumntosa y geted ¢ MNMNKM, ssasoTcsa nosgHui
A€e6I0T, pacrnpoCTpaHEHHOCTb KOXXHOI0 fpoLecca, conyTCTBytoLasl NaToa0rus, BblpaXXeHHOCTb PETUKY/ISIPHOIO COCYAMCTOro
naTrepHa npu JepMaToCKOMNuK. TIXKECTb KOXKHbIX MPOSIBAEHMIA HE BO3JEHMCTBOBAJIa Ha aKTMBHOCTb TpunTadbl. OCHOBHbIM
HaKTOPOM pUCKa, BINSIOLMM Ha OTCPOYEHHbIH PErpecc CoOMTapHOH MacTOLMTOMbI, ABISETCS TpaBMaTn3alums BbiCbiNaHUM
(ol — 6,10, 95% AN — 3,66-16,73). Boipa)KeHHOCTb PETUKY/ISIPHOIO COCYAMCTOro natrepHa B o4yarax KOXHOro Macto-
LUMTO3a BapbMpoBasia B 3aBUCUMOCTU OT CTENEHU BbIPAXKEHHOCTU KOXHbIX NPOSBIEHUN. 3aKao4eHue. Y os0B1HbI AeTeMN
C KOXHbIMM popMaMu MacToLmMTo3a PerncTpmpyeTcs OTCPOYEHHbIN Perpecc BbiChbinaHni. 3T0 BbI3bIBAeT KpanHee 6eCroKom-
CTBO y poauTeNien U HapyliaeT coymasbHylo agantaymio pebeHka. CBoeBpeMeHHas OLeHKa paKTopOB pUCKa B coYyeTaHmm
C AMHaMMWYECKOM OLIEHKOMN JEPMAaTOCKOMMNYECKON KapTUHbI U aKTUBHOCTU TPUMNTa3bl BaKHbl A/151 Pa3paboTKM npaBuibHON
TaKTUKM ANCMIaHCEPHOro HabtloAeH!s U IedeHus geTen. [1ns npodunakTMku 3amesieHHOro perpecca 3aboneBaHus cienyet
WCKJ/II0YaTh TPaBMaTn3aLmio BbiCbiaHMi 1060/ JoKanu3aumm y JeTen ¢ KOXHbIMU GopMaMn MacToUUTo3a.

Knr4yeBble cnoBa: KOXKHbIA MacTOLMTO3, MSTHUCTO-Manyae3Hbl KOXKHbIA MacToUMTO3, CoMTapHasi MacTouuToma, AETH,
GaKTopbl pUCKa, 1ePMaTOCKONMUs
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OBOCHOBAHME

MacTounTo3 — reTeporeHHas rpynna peakux 3abone-
BaHW, NPOSABASIOWMXCA aHOMANIbHOM KOHaNbHOW NPOu-
depaunen n HakonaeHMeM Ty4YHbIX KNETOK B Pa3finyHbIX TKa-
HSIX U BHYTPEHHWUX OpraHax, BKAo4as KOXY, KOCTHbIM MO3T,
neyeHb, CeneseHKy, MMmbaTnyecKne y3nbl U KenygovHo-
KULLEeYHbIM TpaKT. ExxerogHas 3a6oneBaeMocTb BceMu hop-
Mamu mMactouuTolda coctaBnseT 0,89 cnyvas Ha 100 Toic.
HaceneHus [1], koxkHon dopmont — 0,2 Ha 100 Tbic. Hacene-
HUS [2]. 1o AaHHbIM €BPONENCKUX UCCNeNOBaHUI, B NEPUOA,
¢ 1997 no 2010 r. 3apeructpupoBaHo okono 100 Thic.
nauneHToB ¢ MacToLMTO30M, B MUPOBOW BpayebHON Npak-
TMKe — nopsaka 1 maH [3]. CornacHo 0606LWeHHbIM CTa-
TUCTUYECKUM AaHHbIM, Ha KaxfAble 10 Tbic. nauueHToB,
o6paTUBLUMXCA K AepmaTonory, npuxoautcs 2—3 criyyas
MacToumuTo3a [4, 5]. B Poccun KoxHble GOpMbl MacTOLIUTO-
3a COCTaBNA0T, NO pa3HbiM AaHHbIM, OT 0,1 o 0,8% Bcex
[epMaTonormyecKmnx AMarHo3os [6].

3Tnonorus 3aboneBaHus 40 KOHLLA He BbiicHeHa. HeKo-
TOpble aBTOPbI YKa3bIBAIOT Ha POJib FreHeTUYECKMX GaKTopoB
B pa3BMTUMKM macTouutosa [2, 7]. [lons ceMenHbIx cnyqyaeB
60n1€e3HU, OOYCNOBJIEHHbIX WU3MEHEHUAMU 3apOAbllLEeBOM
nvHun c-KIT, coctaBnaetr 2-4% [2, 7]. PaHee cyuTanocs,
4YTO MacToUMTO3 y AeTen 06ycnoBieH BPEMEHHON rnuneppe-
aKTUBHOCTbLIO TYYHbIX KNETOK, OTBEYaloWnX AerpaHynsaumen
Ha pa3Hoo6pa3Hble pasjpaxuTenn (MexaHM4eckoe pasjapa-
EeHWe, MHCONSALMIO, YKYCbl Hacekombix W np.) [1]. B coBpe-
MEHHbIX UCCefloBaHWUAX yCTaHOBMIEHA CBA3b MacToLMTO3a
C pasNu4YHbIMKW NaTONOrMYeCKUMU BapuaHTamu reHa KIT
(reH TpaHCcMeMOpaHHOro 6efika Ty4HbIX KNETOK, aKTUBUPY-
eMbli GaKTOpoM pocTa CTBOJIOBLIX KJIETOK C MOCAeAytoLen
nponudepaLmen Ty4HbIx KNeTok) [7, 8]. PasnunyHble natono-
rM4yecKkue BapuaHTbl reHa c-KIT, B T.4. UBMEHEHUSA HYK/1EeO-
TUAHOM nocneaoBaTebHOCTM B KogoHe 816 (D816V), 6binu
BbISiBfieHbl Y 86% aeTen ¢ mactouutodom [9]. Pesynbrathl
UCCNEefOBaHUM NOATBEPKAAIOT TaKXe U KIIOHANIbHYIO Mpu-



pody [eTCKOro mactoumuto3a, HeCMOTps Ha BO3MOXHOCTb
CrnoHTaHHOro perpecca [5]. CuutaeTcs, 4YTO HaaMyue akTu-
BUPYIOWKUX BapuaHToB reHa KIT Heob6xoanMMO Ans pa3BuUTUS
MacToumnTo3a, a GeHOTUNMYECcKoe pasHoobpasune 3abonesa-
HUS MOXET OblTb 06YCNOBAEHO MX KOMOWUHaAUMEN C OPYrUMHU
reHeTM4ecKnmu BapuaHtamu [5, 8, 9J.

CornacHo KnaccuduKaumm akecneptoB BecemupHom opra-
HU3aLMK 30PaBOOXPAHEHMS, BblAENSIOT MACTOLMTO3 KOXM,
CUCTEMHbIN MacTOLMTO3 U JIOKaIM30BaHHbIE OMYyXO/N TYYHbIX
Knetok [10, 11]. KoXHblM MacTouMTO3, B CBOW o4epeqb,
noapasaensitoT Ha NATHUCTO-ManyNe3HbIM KOXHbIA MacTo-
umto3 (MMKM), KOTOpbIM TaKKe M3BECTEH KaK MUIMEHT-
Has KpanuBHUUa (utricaria pigmentosa), AMOPY3HbIN KOXK-
HblM MacTouMTOo3 M MacTouuToMy Koxu. MIMKM BKaovaer
B ce6s MOHOMOP®HbIN BapuaHT, XapaKTepuayoummncs npe-
UMYLLECTBEHHO ANUTENbHBbIM MPOrPEAUEHTHBIM TEYEHUEM,
M NOIMMOPOHbIM BapuaHT, MMEtoW M 61aronpuUsaTHbIA UCXOA,
C BbICOKOM BEPOSATHOCTLIO CaMOMNPOM3BOJIbHOIO perpecca.

B 70-75% cny4aeB KOMHbI MacToUMTO3 AebloTUpyeT
y Aeten B Bo3pacTte oT 1 Mec Ao 1 roga, HO MOXXET HauYnHaTb-
cs 1 B Bbonee crapwem Bospacte [5, 12, 13]. lMonaratot, 4to
6naronpusaTHbIM Ucxoq 3abofieBaHns XapaKTepeH Ans aeten
C TUNUYHbIM Te4eHnemM 601e3HU U NPU BOSHUKHOBEHUU €ro
B Bo3pacTe Ao 2 net [3, 7]. OnucaHbl cnydyanm CNoOHTaHHOro
perpecca MacTouMTO3a KOXMW y aeten K nybeprtaty [3, 7].
BmecTe ¢ TeM CyllecTBYOT yKa3aHus Ha TpaHchopmauuio
KOXHbIX GOPM MacToLMTO3a B CUCTEMHbIE MPU OTCYTCTBUMU
CMOHTAHHOrO perpecca BbICbIM@aHWN, MPEANONOKUTENBHO,
CBSAI3aHHbIE C YCOBEPLIEHCTBOBAHMEM M JOCTYNMHOCTbIO METO-
OB [AMArHOCTMKM MacToLMTO3a, NOSIBJEHWEM HOBbIX TPUT-
repHblXx GaKTopoB MO MPUYMHE MIMEHEHMS IKONOrMYECKON
o6c¢cTaHOBKM B Mupe [1, 13]. B HacToAlWMN MOMEHT MMELIOTCS
eavHWYHble pPaboTbl, KacaloWMecs ONMUCAHUS KIIMHUYECKMX
cflydyaeB MacToumMTo3a y AeTen 6e3 aHanm3a AMHaAMUKKU Teve-
HUA 3aboneBaHus [5, 7, 14]. B 3apybexHon nutepatype npe-
MMYLLECTBEHHO OTPaXKEHbI JaHHblE O CTPYKTYpe MacToumTo3a
KOXMW Yy AE€TEN, OLEHKE TAXKECTU Te4eHUs U TpaHchopmaLumu

B CUCTEMHbIM mMacTtoumuTo3d [2, 3, 13]. CywecTByOT €AnHNY-
Hble paboTbl 0 BAUAHUKM GaKTOPOB PUCKA Ha AAUTENLHOCTb
CYLLLECTBOBAHUS BbICbINAHW MacToLMTO3a Yy JeTeln U BO3-
pacT ux cnoHTaHHoro perpecca [4, 7, 8].

Llenb uccnegoBaHusa — n3y4ntb GaKTopbl PUCKa, acco-
LIMMPOBaHHbIE C KIIMHUYECKMMMU MPOSABAEHUAMU U CPOKaMMU
perpecca KOXHOro mactoumTosa y geTen.

METOAbI
Aun3aiH uccnegoBaHus
MpoBeaeHo 0AHOMOMEHTHOE UccneoBaHue.

YcnoBusa npoBegeHus

B uccnegoBaHve BKAOYaNM AaHHble AeTEN, Hax0AMBLIMXCS
Ha amOynaTopHOM fneyYeHun u HabnogeHun B MOCKOBCKOM
Hay4YHO-NPaKTUYECKOM LIEHTPE AepMaTOBEHEPOIOrMU U KOCME-
Tonornn (Mockaa) B nepuog ¢ aHBaps 2016 rno Hosa6pb 2019 .

Kputepuu cooTBeTcTBUSA

B wuccnepoBaHue BKAOYanM BCeXx AeTerM B BoO3pacTe
oT 3 Mec A0 12 neT ¢ AMarHO30M «KOMKHbI MacCTOLMTO3».
CBefeHns 0 AMarHo3e Mony4yeHbl U3 MEMLIMHCKOW [OKy-
MeHTauuu (ydetHas dopma N2 025/y «MeauumnHCKas Kap-
Ta aMbynaTtopHoro 60nbHOro»). MoBTOpHYO BepudUKaumio
[MarHo3sa He npoBoaunn. Kputepumn HEBKIIOYEHUS He 3anna-
HMPOBaHbI. Bce nauneHTbl ¢ MacToLMTO30M Gblfin BKIOYEHbI
B MccnegoBaHne ¢ eAMHCTBEHHOW BblGOPKOW. KOHTpOnbHas
rpynna He ¢opmMmnpoBanacsk.

LleneBble noKa3sarenu uccnefgoBaHusa

OCHOBHOJ NMoKa3arte/lb UCCIeO0BaHUsA

Yucno cobbiTU, BAUAIOWMX HA CMOHTAHHbIM UCX0A4 WK
JlanbHENLYO MPOrpeccuto KOXHOro MacToLuTOo3a, OLEHM-
Ba/IM HA OCHOBAHMWMU cneaylolnx aHaMHECTUHECKUX JaHHbIX
N KTMHUYECKMUX CUMMTOMOB:
® TeyeHMe 6epeMeHHOCTU y MaTepy;
e e6loT M NPOAOMIKUTENBHOCTb BONE3HU Y peBEHKa;
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Analysis of Risk Factors Affecting Skin Mastocytosis
in Children: Cross-Sectional Study

Background. Skin mastocytosis is rare disease that is diagnosed in most children under the age of 2 years. The date on rash
regression dynamics and disease symptoms is not fully presented in the literature. Objective. The aim of the study was to analyze
risk factors associated with clinical manifestations and regression time of skin mastocytosis in children. Methods. The study includes
data on 28 children aged from 3 months to 12 years who has undergone outpatient care and observation in Moscow Scientific and
Research Center of Dermatovenerology and Cosmetology of Moscow City Health Department in the period between January 2016 and
November 2019. The data about diagnosis was obtained from medical records. Results. Maculopapular skin mastocytosis (MPSM)
was diagnosed in 28.6% of children, solitary mastocytoma — in 71.4%. The analysis of clinical course of skin mastocytosis has shown
constantly relapsing process and slow spontaneous rash regression in more than 50% of children. Diffuse skin rash, flushing reactions,
persistent skin itching or its combination with hepatomegaly or neurological symptoms were prevalent among MPSM manifestations.
Risk factors affecting delayed regression of skin mastocytosis in children with MPSM are: late onset, area of skin lesions, comorbidities,
severity of reticular vascular pattern at dermatoscopy. Severity of skin lesions did not affect the tryptase activity. The major risk factor
affecting the delayed regression of solitary mastocytoma is rash injury (OR 6.10, 95% Cl 3.66—-16.73). The severity of reticular vascular
pattern in skin mastocytosis foci has varied depending on the severity of skin lesions. Conclusion. Half of all children with skin forms
of mastocytosis have delayed rash regression. This causes high concern among parents and violates social adaptation of children.
Timely assessment of risk factors alongside with dynamic assessment of the dermatoscopy patterns and tryptase activity are important
for implementation of correct follow-up monitoring and management for children. Rash (of any localization) injuries should be avoided
to prevent delayed regression of the disease in children with skin forms of mastocytosis.

Key words: skin mastocytosis, maculopapular skin mastocytosis, solitary mastocytoma, children, risk factors, dermatoscopy
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® TAXECTb CMMMNTOMOB, OMNOCPEAOBaHHbIX BbICBOGOXKAE-

HMEM MeAMaTopOB TYYHbIX KNETOK (NpUCTynbl aHadwu-

nakcuu, dnawmHr-peakLummn, BblparKeHHOCTb CMMMITOMa

YHHbI, Bblpa)Xe€HHOCTb 3yAa);

e CONyTCTBYOLWAN NaTONOMMS KENYAOHYHO-KULWEYHOrO TpakK-

Ta (auapes, 605b B anuracTpuu, peota);
® HaluMyne HEeBPONOTMYECKUX CUMMTOMOB (rosoBHas 60b,

YTOMASEMOCTb, Pa3AparKUTENbHOCTb, HapylleHWEe KOH-

LeHTPaLMM BHUMAHUS).

KnnHnyeckne ocob6eHHOCTM MacTouuTo3a 6bianM comno-
CTaBfieHbl C AIUTENbHOCTbIO TEYEHMS MpoLecca, TAXKECTbIO
KOXHbIX U CUCTEMHbIX CUMMTOMOB, aKTUBHOCTbIO TPUMNTa3bl
B CbIBOPOTKE KPOBM, AEPMATOCKOMUYECKMMM NaTTEPHAMM.

B uucne noteHumanbHbiX GaKTOPOB PUCKa, BAUSAIOLWMX
Ha OTCPOYEHHbIM perpecc KOXKHOro MacToLMUTO3a Yy AeTew,
duUKCcHMpoBanu crnegyloline nokasartenu: no3gHun aeoior,
PacnpoCTPaHEHHOCTb KOXHOro npoLecca, COMyTCTBYIOLLYIO
naTonoruio, TpaBMaTn3aumio BbICbiNaHWIA, BblpaXXEHHOCTb
PETUKYNSPHOr0 COCYAMCTOr0 naTrepHa Npu 4epmMaToCKOmMumMm.

CrtaTucTMYECKU aHaNun3

0O6beM BbIGOPKKN NpeaBapuUTENIbHO HE pacCYUTbIBaNCS.

AHanNU3 AaHHbIX BbIMOMHEH C UCMONB30BAHWEM MaKeTa CTa-
TUCTUYECKUX nporpamm BioStat v. 6 (Analyst Soft Inc., CLLA).

OLEHKyY accouMaunn CTENEHU PUCKA YTSXKENEHUS KOXK-
HOro npouecca M 3aMeA/leHnss CPOKOB perpecca KOXHO-
ro MacTOLMTO3a OCYLECTBASIN C YKa3aHMEM OTHOLIEHMUS
waHcos (OW) n 95% poseputenbHoro uHtepsana (AWN).
Onsa pacyeta 95% M vcnonb3oBanu OHNAWH-KanbKynaTop
(http://vassarstats.net/propd.html).

JTHyeckasn aKcnepTusa

MpoBefgeHne MUccnefoBaHUA C 3TUYECKMM KOMWTETOM
He cornacoBblBanocb. [lpn o6palleHnn 3a MeAULMHCKOM
NMOMOLLbIO POAMTENM / 3aKOHHblE MPeACcTaBUTENN MOAMNUCHI-
Bau MHGOPMUpPOBaHHOE 4OGPOBOLHOE corflacue.

PE3Y/IbTATbI

dopmupoBaHue BbIGOPKU UCCNe[0BaAHUSA

O6uiee yncno geten B Bo3pacte oT 3 Mec Ao 12 ner,
ob6paTnBLUMXC B MOCKOBCKUI Hay4HO-NPaKTUYEeCKNn LIeHTp
[IepMaToBEHEPOSIOrMn U KOCMETONOMMK B Nepuo npoBeae-
HUS MccnegoBaHus, He pUKcHMpoBanu. Bce nauuneHTsl ¢ gnar-
HO30M «KOXHbI MAcTOLIMTO3» OblNIM BK/IOYEHbI B UCCea0Ba-
HWEe C eAMHCTBEHHOM BbIGOPKON.

OCHOBHbI€e pe3ynbTaTbl UCCNIEJ0BaHUSA

B uccnepoBaHne BKIIOYEHDLI AaHHble 28 geten (12 manbyn-
KOB 1 16 feBoYeK), 60/bHbIX KOKHbIM MacTOLMTO30M, B BO3pac-
Te oT3 Mec ao 12 net. Y 8 (28,6%) Aeten oTMeYasnch BbiCbiNaHMs
no TNy moHoMopdHoro BapuaHTa MIMNKM. Y 20 (71,4%) nauuneH-
TOB 6blfa AMarHOCTMpOBaHa ConUTapHas MactouuToma. [leten
C 3aMefJiIeHHbIM PerpeccoMm BbiCbiNaHui 6bino 16 (57,1%),
C KnaccuyeckuMm perpeccoMm — 12 (42,9%, cm. Tabnuuy).

B xofe n3y4yeHns aHaMHECTUYECKMX JaHHbIX, KaTaMHeCTU-
YECKMX 0COBEHHOCTEN KNUMHUYEeCKoW KapTuHbl MIMKM BbisiBneH
psia ocobeHHocTen. MHTepec BbI3bIBAET HalU4ne CBEAEHUM
y 25 (89,3%) matepen geten, 60/bHbIX KOXHbIM MacTOLM-
TO30M, 06 OTArOWEHHOM aKyLWepPCKOM aHaMHe3e: yKasaHue
Ha npuMeM npenapatoB nporectepoHa go 22-28-i Hep 6epe-
MEHHOCTW, BbIpaXKEHHas aHemus, npeaknamncusa. MOXKHO
NPeAnoNOXKNUTb, YTO OTATOLLEHHbIK aKyLWEePCKUK aHaMHes
MOBbIWAET LaHChl Pa3BUTUSA KOXHbIX GOpPM MacTouuTo3a
C 3aMeq/ieHHbIM perpeccoM B 3 pa3sa (CM. Tabnuuy).

o cpaBHEHWIO C ManbyYMKaMM KIMHWYECKOE TeyeHue
MMKM y geBo4yek otanyanock 6osee no3gHuM aebotom (Bo3-
pacT ctaplie 2 feT), BblparKeHHOW NAOTHOCTbIO U pacnpocTpa-
HEHHOCTbIO CbIMK, HaMYMEM NCUXOCOMATUYECKMX PACCTPOWCTB,
CTOMKOM 303UMHODUNNEN. BoNblLLOE KOMMYECTBO KPYMHbIX Nany-
NEe3HbIX 04aroB COYETANOCh C ABAEHUSAMM NPEXOASLLEN renaTo-
Meranmmn u HEBPONOrMYECKMMMU CUMITOMaMu (06MOPOKM, roo-
BOKPY)KEHWS, NOBbIWEHHAs Pa3apaXMTeNbHOCTb, HapyleHue
cHa). dnalmnHr-peakumm 3admMKcUMpoBaHbl y 4 getei (3 aeBoy-
Kn 1 1 manbyumk) ¢ MNMKM, oHM coveTanncb C MHOXKECTBEHHbBIMM
pPacnpoCTpaHEHHbIMU BbICbINAHWUAMK, COMPOBOXKAABLIMMUCS
CTOMKMM KOMXHbIM 3y[AOM, PE3KO BblparK€HHbIM GEeHOMEHOM
YHHbI-[lapbe, renatomerannen, ConyTCTBYIOLEN NaTonornen
KENYAOYHO-KMILEYHOro TpaKTa U HEBPONOTMYECKUMU CUM-
ntoMamu. Mpu HabnogeHnn y 4 (50%) neten ¢ MMKM otme-
4YEeHO OTCYTCTBME TEHAEHUMM K CMOHTAHHOMY perpeccy Cbinu
K ny6eptaTy. [lpy OUEHKE AWHAMWKK KIIMHUYECKOW KapTUHbI
“MMena MecTO TeHAEHLMS K MOCTeneHHOMY nporpeccuposa-
HWIO 3aboneBaHus: yBENMYEHUE AMAMETPA W YUCna 04aros,
a TaKXKe pacnpocTpaHeHHOCTW npolecca. B npouecce aHa-
M3a aHaMHECTUYECKMUX AaHHbIX GblsI0 YCTAHOBAEHO, YTO Mpwu
onutenbHoMm (6onee 4 net) TedeHun MIMMK B cnyyvae otcyt-
CTBUSI CBOEBPEMEHHOM AWArHOCTUKM M aAE€KBATHOMO leYeHUs
y petert Habnaanocb NOCTENEHHOE YBENWYEeHWEe MIOTHOCTU
CbIMK, 4TO MOXET CBWAETENbCTBOBATb O MOCTEMEHHOM Mpo-
rpeccupoBaHnn 3aboneBaHus. JlekapCTBEHHAs HEMEPEHOCH-
MOCTb M aHabuNaKTUYEeCKUEe peaKkuuun y Habntogaemblx AeTen
¢ MMNKM He 3aperucTpmpoBaHbi.

Mpwn o6cnenoannn aeten ¢ NMKM akTMBHOCTb TpUNTa3bl
BO BCeX cfyyasix He npesblwana 5,59 MKr/n (npu Hopme
< 11 MKr/n).

ConutapHylo MacTouuToMy AMarHOCTMPOBaNM O4MHAKOBO
4acTo KaK Y Mafb4yMKOB, TaK M y AeBoYeK. Bbicbinanusa npea-
CTaBASIN COBOM OAMHOYHbIE UM MHOXECTBEHHbIE (A0 3 ane-
MEHTOB) 06pa30BaHM1s OKPYIbIX 04epTaHUM, NIOTHO-3/1aCTUY-
HOM KOHCWMCTEHLMM, TUNUYHOIO LiBETA (}KENTO-KOPWYHEBOTO,
pexe — KpacHOBAaToro uau po3osoro). [y3bipn Habnoganm
TONbKO y Manb4ymMkoB (B 10% cnyyaeB). CeMenHble cnyvyau
CONIUTApPHOM MacToLMTOMbI cocTaBuan 2%.

[Mpy HeobbIYHOM NIOKaANM3aLUMM MacTOLMTOMbI (Ha KOXKe
NOAOLLBbI, TAA0HSX) 4O YCTAHOBEHMS NPABUABHOIO AMarHo-
3a 4yacTb AeTel HEOAHOKPATHO noaBeprann KpMoaecTpyKumnm
3/1EMEHTOB, YTO NPUBOAWIO K YXYALUIEHMWIO TeYEHUs 3aboneBa-
HMS (YBEMYEHUIO pa3MepOB 04aroB, yBENUYEHMIO Yncna ane-

Ta6nuua. XapaKtepuctuKa rpynn AeTen ¢ KOXHbIM MacTOLUTO30M (n = 28)

Table. Characteristic of children groups with skin mastocytosis (n = 28)

[eTtu c 3amep/ieHHbIM [leTu ¢ Knaccu4eckum
NMokasarenun perpeccom BbiCbiNaHWW | perpeccom BbiCbiNaHUi oLl (95% AN) p
(n=16) (n=12)

OTﬂrOLLI,eHHbIVIoaKyLLIepCKVIM aHaMHe3 15 (93,7) 10 (83,3) 3,00 (1,42-6,01) 2064
matepu, abe. (%)

Mon (neBo4kK), abe. (%) 9(56,2) 7 (58,3) 0,91 (0,35-1,19) 0,691
Aectpykuwsi v TpaBMaTH3ALMS 13(81,2) 5 (41, 6) 6,10 (3,66-16,73) 2,898
BbICbINaHWK, abc. (%)




MEHTOB, MOSIBAIEHMIO CTOMKOMO 3yAa) U K CHUKEHWUIO CKOPOCTH
OTBETA Ha NleyeHue. Y getem ¢ HanM4nmem B aHamHe3e HEOAHO-
KpaTHOM TpaBMaTW3alLuKW BbICbiMaHUA perpecc CoiMTapHon
MacTOLMTOMbl NPOUCXOAMN TOMbKO K 9-neTHemMy BO3pacTy.
OGbIYHbIA CMOHTAHHbIA PErpecc COAMTAaPHOM MacTOLMTOMbI
K Bo3pacty 4-5 net mbl Habnoganu y 10 (50%) neten.

B npouecce avHaMuyeckoro HabnogeHns 3a naumMeHTamu
HaMK 6blna oLeHeHa epMaToCKoNMYecKas KaptuHa. Mpu aep-
mMaTockonuu MIMKM Habnoganu 4 gepmMaTtoCKONUYECKMX naTrep-
Ha, @ UMEHHO CBET/I0-KOPUYHEBDIE U KENTO-OPaHKEBbIE NATHA,
MUTMEHTHYIO U COCYAUCTYIO CETb. [UrMeHTHas ceTb 06YyCnoB-
fleHa rmnepMenaHn3aLmen TyYHbIX KNETOK AepMbl U 6a3anbHOro
cnosi. CTOMKMI PETUKYNAPHBIA COCYAUCTbIM NaTTEPH OblN XapakK-
TEPEH NPenMYLLECTBEHHO As MaKynonanynesHon GopMbl Mac-
TOLMTO3a C TEHAEHLIMEN K peLMANBUPOBaHUIo (puc. 1).

Y petewt ¢ CONUTapHbIMM MacTOLMTOMaMu LEeHTpanbHas
30Ha nNpeacTaBnsina cobon COCYAUCTYIO CTPYKTYPY (IMHENHbIE
COCyabl) WK MATHO PO30BOrO LiBETa C TOY4EYHbIMKU COCyAaMM,
OKPYXEHHbIMU NepUdepPUYECcKOn 30HOM KENTOMO UK KENTo-
OpPaHXeBOro OTTEHKA (CUMMNTOM «pagyru», puc. 2).

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbrata UcciejoBaHUsl

AHaNM3 KAMHMYECKOrO TEYEHMS KOXHOro MacTouuTo3a
noKasan HenpepbiBHO peLuanBupytollee TeYeHne npolecca
W 3aMef/IeHne CNOHTAHHOMO perpecca BbiCbinaHWin 6onee Yem
y 1/2 peTen, BKAOYEHHbIX B UccnegoBaHue. Cpean KOMXKHbIX
npoasneHun MMKM npeo6naganu anddy3Hble KOXHbIE BbIChI-
naHus, dnalnHr-peakLmm, CTOMKUA KOXKHbIN 3y[d, UX coveTa-
HWe C renaTomeranven v HeBPONOrMYECKMMU CUMMNTOMaMMU.
daKTopamu pUCKa, BAMAIOWMMU Ha OTCPOYEHHbLIN perpecc
KOXHOro macrtouutosa y aeten ¢ MMNKM, aBnaiotcs no3aHui
Ae610T, pacnpoCTPaHEHHOCTb KOXKHOroO Mmpolecca, ConyTcTBy-
foLlas NaTonorus, BblpaxKeHHOCTb PETUKYISPHOrO COCYANCTOro
naTTepHa Npu AepMaToCKOMMU. TAKECTb KOMXKHbIX MPOSiBAEHMIA
He BNIMSIA Ha aKTUBHOCTb TpunTasbl. OCHOBHLIM GaKTopoMm
pUCKa, BAMSIOWMM Ha OTCPOYEHHbLIN PErpecc CoAUTapHOM
MacTOLMTOMbI, IBAISIETCS TPAaBMaTU3aLMs BbiCbiNaHWM.

OrpaHu4eHus uccnefoBaHusa

MacToumTos ABnsieTcs peakum 3abonesaHuvem. dopmu-
poBaHWe BbIGOPKM ANs MPOBeAeHMs UccnefoBaHus Tpebyet
60/1bLIOr0 KONMYecTBa BpeMeHu. Bonpoc o yncne HabnogeHun
YypesBblYaHO BaXKEH B OpraHn3aLmnm UCCnefoBaHus, MOCKObKY
3TO fJaeT BO3MOMXHOCTb C MMHUMasbHbIMK 3aTpaTtaMu Noay4YuTb
3Ha4YMMble pesynbTaThl U, CneaoBaTeNibHoO, UCMOb30BaTh BbIBO-
[bl AN KOPPEKUMN OBHapyrKEHHbIX NpobneM. TeopeTuyeckuni
pacyeT o6bema BbIGOPKM 6blN0 HEBO3MOXHO OCYLLECTBUTH
M0 NPUYMHE OTCYTCTBUS CTAaTUCTUHECKMX A@HHbIX O Yncie 60ib-
HbIX KOXHbIMK dopmamu mMacTouuTo3a B Mockse. YyeT 3a60-
IeBAEMOCTM KOMHbIM MacTOLMTO30M B CTPYKType 6one3Hen
KOXWM W NOAKOXHO-KMPOBOW KneTyaTkn deaepansHom cny6oin
roCyAapCTBEHHOM CTAaTUCTUKKU He BefeTcs.

B0o3MO0OXHO Hann4ine nHGOpPMaLMOHHbIX OLLMGOK. CyLLecT-
BYET BEPOATHOCTb HEHafeXHOro BOCMPOU3BEAEHWS MaTe-
PSMKU MHPOPMALMKU U3 MPOLLIOro, YTO MOXKET MOBAUATL Ha
OLeHKY $aKTopoB pucKa. Mpu npoBeLeHUN PETPOCMEKTUB-
HOrO aHanuM3a CBEeAEeHWM M3 MEAMLMHCKOM LOKYMEHTaLuu
(MeaMUMHCKMX KapT ambynaTopHOro 60/1bHOr0) BO3HMUKAOT
OrpaHUYeHus, CBA3aHHbIE C TOYHOCTbIO MCMONb3YyEMbIX Onpe-
AENeHUI, NOTHOTON OTPaXKEeHUS AMHAMUKKM 3aboneBaHus.

UHTepnpeTauua pe3ynbTaTtoB UCCNEJ0BaHUSA

CornacHo faHHbIM NuUTepaTypbl, paspelleHne 3nemMeH-
ToB MMKM U1 ucye3HoBeHWe cuMnToMa YHHbI Habnwoaa-
eTcs B BO3pacte 6-7 NeT, perpecc CoAuTapHbIX MacTo-
umtom — B 3-4 ropa [3, 7]. B Hawem uccnemoBaHuu

Puc. 1. lepmaTocKonuyeckas KapTuHa (PETUKYNSPHbIN COCYANCTbIN
naTTepH, 0TMeYeHo CTpenKon) y naumeHta 6 net c MMNKM

Fig. 1. Dermatoscopy pattern (reticular vascular pattern, marked
with arrow) in 6 years old patient with MPSM

McTouHuK: KacuxuHa E.W. n coasT., 2020.
Source: Kasikhina E.I. et al., 2020.

noKasaHo, 4To y 16 (57,1%)
geten ¢ MacTouuMTO30M
MMeNn MecTo OTCPOYEH-
HbI perpecc BbICbIMNaHWM.
Y 4 (50%) pgeten ¢ MMNKM
nocTeneHHoe paspelle-
HWEe BbICbINAHUM MPOU30-
WNo K nepuogy nosioBoro
co3peBaHung (12-13 ner),
4YTO, BEPOATHO, crnegyeT
pacLeHuBaTb KaK 6naro-
npusaTHoe Te4yeHue 3abo-
neBanusa. Y 4 (50%) neten
¢ MMKM c¢ 3ameaneHHbIM
perpeccom TevyeHue 3abo-
NeBaHUs pacueHuBann Kak
TAXenoe (Nos3aHun Aeo6ioT,
andodysHoe nopaxkeHue
KOXMW, dnawmnHr-peakumm,
conyTcTBytlowWwasa nartoso-
rusa). 9TM AaHHble coBna-
JaloT C uccnefoBaHUsaMU
K. Brockow, B KOTOpbIX
noKasaHo, 4TO O6WJIbHblE
BbICbINaHUS, MOBbIWEHHbIE
6a3anbHble 3HaYeHus Tpun-
Tasbl B CbIBOPOTKE KPOBMU
N ob6liMpHOe obpas3oBaHue
ny3bipen aBasoTcs Gakro-
pamMu pUCKa TAXKEeNoro Te4eHUsa KOXXHoro macrtouutosa (4, 71.
B Hawem uccnepoBaruu y aeter ¢ MNMKM aKTMBHOCTb TpunTa-
3bl BO BCEX Cnyyasx He npeBbiwana 5,59 mKr/n. CywecteyeT
MHEHWe, 4YTO MOBbIWEHWE COAEPKAHNUA TPUNTa3bl KPOBU —
HexapaKTepHoe fiBNeHWe ANS KOXHbIX GOpM MacTouuTosa.
[OuHamuyeckoe HabnwgeHWe 3a JeTbMWU CBUAETENbCTBYET,
YTO NOBbILLIEHNE aKTUBHOCTHU 3TOr0 GepPMeEHTa MOXKHO MPUHU-
MaTb 3a NPOrHOCTUYECKMI dhaKTop, B 0COGEHHOCTU NpU pac-
NPOCTPaHEHHOM KOXHOM NpPoL,ecce U OTCYTCTBUMN TEHAEHLMM
K perpeccy y NoLpOCTKOB B KayecTBe MHAMKaTopa nepexoja
KOXHOW GopMbl B cUCTEMHYIO [7, 13].

[aHHbIX 0 pacnpoCTPaHEHHOCTU COAMTaPHbLIX MacTOLMU-
TOM B A€TCKOM nonynsauuun B PO HeT. HacTb aBTOPOB CHMTaET,
YTO [ONA CONUTapHOM MacTOLMTOMbl OT O6LEero 4yucna chy-
YaeB KOXHOro mactouutosa coctasnset oT 10 go 30% [14],
apyrve roBopsT o undpax 17-51% [13]. B Hawem Habnto-

Puc. 2. [lepmaToCKONUYeCKui
CUMMTOM «pagyru» (0TMeYeHO
cTpenkamu) y nauueHTa 3 net
C CONUTapHOM MacToLUTOMOMN
Fig. 2. Dermatoscopy rainbow
pattern (marked with arrows)
in 3 years old patient with
solitary mastocytoma

McTouHuK: KacuxmHa E.N.
1 coaBT., 2020.

Source: Kasikhina E.I.

et al., 2020.
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E A Doctor’s Aid

B nomouyb Bpauy

[LEHUW YMCNO MauUMEHTOB C CONMMUTApPHbIMWM MacTOLMTOMaMu
npesBanupoBano Hag naumeHtamu ¢ MNIMMK. Oco6eHHOCTbIO
TEYEHMS CONMUTAPHbIX MAcTOLMTOM SIBASIETCS OTCYTCTBME WX
CMOHTaAHHOro perpecca B paHHEM AeTCKOM Bo3pacte [3].
Mbl Habnoganu conuTapHble MacToUMTOMbl 6€3 TEHAEHL MM
K perpeccy y Aetein B Bo3pacTte oT 6 Ao 9 net (¢ TpaguLMOH-
HbIM Ae6loTOM 3ab0neBaHNsa B Bo3pacTe A0 6 MeC KWU3HW).
daKTopamMu pUcKa, BO3MOXKHO, OOBSACHAIOWMMU 3aMeaIeH-
HbI perpecc MacTouMToM, SABASAIOTCA MPo6aemMbl C paHHEWN
NMOCTAHOBKOW MpPaBWIbHOIMO AMarHosa, OTCYTCTBME CBOEB-
PEMEHHbIX PEeKoOMeHAaUuMn no yxoay W TepaneBTUYEeCKOM
KOPPEKLMK, peryaspHo NoBTopstowMnecs ann3oabl TpaBMa-
TM3aLMK 3neMeHToB. o AaHHbIM, MOMYYEHHbIM B HaleM
uccnefoBaHuK, AECTPYKUMS M TpaBmaTu3auusa Bbicbina-
HWM MNOBbIWAET WaHCbl 3aMed/IEHHOro perpecca B 6 pas.
K corkaneHuto, 60MbWLMHCTBO AETEN C pa3inyHbIMKU PpopMa-
MM KOXHOr0 MacToLMTO3a NojyvyaloT HeageKBaTHOe flieveHne
no NPUYMHE HEMpaBWIbHO MOCTaBAEHHOro AMarHosa. Yactb
poauTenen HacTaMBaloT Ha AECTPYKLMUM S1EMEHTOB, Y4TO MNpU-
BOAMT K YXyALEHUID TEYEHUS KOXKHOro npouecca. JaHHbIn
daKT elwe pa3 goKa3blBaeT HEOOXOAMMOCTb MEXAUCLIMMNIN-
HapHOro 06CyKAEHUSA NPOBAEMbI KOXHOIO MacTouuMTo3a Ang
GOpPMHUPOBaHUS AOCTATOYHbIX 3HAHWUI Y NeANaTPoB 1 Jepma-
TOSIOrOB MO ANArHOCTUKE M NleYeHnIo 3a60N1eBaHus.

AHanu3 epMaToCKONUYECKMUX NPUBHAKOB KOXKHOIo Mac-
TOUMTO3a NOKa3zal, YTO MPK BbICbIMaHMUAX, BHELLUHE KaXKyLLMX-
€Sl HEBOCMANUTENbHbLIMU, BblPaXKEHHbIN PETUKYNAPHbIR COCY-
[AWCTbIM NaTTEPH CBMAETENbCTBYET 06 aKTMBHOCTM NpoLecca
C TeHAEHUMEN K MOSABNEHMIO HOBbIX BbiCbiMaHWW. Hanunuyne
Bblpa*kKEHHON COCYAMCTON CETU B Oo4Yarax MacToLMTo3a, KaK
npaBuno, onpeaenser Heo6X0AMMOCTb Ha3HaYeHUs exe-
OHEBHOW aHTMMeauaTopHOW Tepanuu. [daHHbli gepmarto-
CKOMWYECKMI MpPU3HAK BMECTE C aKTUMBHOCTbIO TpMMTa3bl
B CbIBOPOTKE KPOBM U OBU/bHLIMU BbICbIM@HUAMMU Ha KOXKe
B Buae GAsIEK MOXEeT NpeacTtaBnsiTb KOMOWHaLMIO He3a-
BMCUMbIX GaKTOPOB A/ NMPOrHO3UMPOBAHMA TeYyeHUs 3abo-
NeBaHMa M npeanonaraeT Ha3HavyeHWe MPOSIOHMMPOBAHHOM
aHTMMeauaTopHOM Tepanuu.
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3AKJ/IIOMEHUE

Y NOnoBWHbI AETEN C KOXHbIMM dOpMaMW MacCTOLIUTO-
3a PErnmcTpmMpyroT OTCPOYEHHBLIN PErpecc BbICbIMAHUM, YTO
BbI3blBAET KpanHee 6ECMOKONCTBO Yy POAUTENEN U HapylLuaeT
coumanbHyto agantauumio pebeHka. CBoOeBpeMeHHas OLeHKa
Takux GaKTOPOB PUCKA, KaK MNO3AHUIM Ae6oT 3a60neBaHus,
pacnpoCTPaHEHHOCTb M MAIOTHOCTb BbICbINaHWM, GRallnHr-
peaKLun, COMyTCTBYIOLAa comaTuiecKkas NnaTonorus, B cove-
TaHUW C [OMHAMWYECKOW OLIEHKOM [OepMaTOCKOMMYecKon
KapTUHbl M aKTMBHOCTW TPUMNTa3bl BaXKHbl ANs pa3paboTKu
npaBUIbHOM TaKTUKWM AUCMAHCEPHOro HabMOAEHNS U nede-
HUA pgeTen. Ona npodunakTUKKM 3aMeaIeHHOro perpecca
3ab0/5eBaHNsA cnegyeT UCKAOYaTb TpaBMaTuM3auuio CONu-
TapHbIX MacTOLUMTOM W BbICbINAHUM 060N NOKanM3aumu
y 60NbHbIX MATHUCTO-NANyNe3HbIM KOXHbIM MacTOLMTO30M.
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