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Pesiome

BeeneHue. Mpunuebl KpoBU (GnalmMHMM, GRalMHM-peakLmMmn) — 3To CyObeKTUBHOE OLLyLLEHME TENA, KOTOPOe COMPOBOXAAETCS
NMOKPACHEHWEM KOXM Ha 060M y4acTke Tena, Ho NPeUMYLLECTBEHHO Ha INLLE, LIee U BEPXHEN NONOBMHbI TYNI0BULLA. INMU30AMYECcKUe
NPUNUBLI C APYrMMKU CUMMTOMAMMU, CBA3AHHBIMU C MeLMATOPAMM TYUHbIX KIETOK, MOTyT Habntoaatbes y 30-50% aeTelt ¢ KOXHbIM
MactouuTozom (KM).

Uenb. MNpoBecTn aHanm3 4acToTbl BCTPEYAEMOCTU GNALWMHM-peakUmii y AeTel ¢ pa3NnUyHbIMU KITIMHUYECKUMIU POPMaMK KOXKHOIO
MacTounTo3a. M3y4nTb YPOBHM CbIBOPOTOYHOW TPUNTA3bl Y AeTel C GRallMHI-peakumsaMu.

Marepuanbl u MeToabl. B uccnenosaHue 6bl1M BKAOYEHB! faHHble 275 neTeit B Bo3pacTte OT 6 MecC. A0 17 neT BKIKUUTENBHO,
HaxoAMBLUMXCA Ha aMBynaTOpHOM neyeHun U HabnogeHun B [BY3 «MOCKOBCKMIA LEeHTp AepMATOBEHEPONOrMU U KOCMETO-
noruun» B nepuod ¢ Mapta 2022 r. no sHBapb 2024 r. KoHUEHTpaLus TpuMnTasbl B KPOBK Onpeaensnacb METOA0M MMMYHO-
dnoopecLeHUMM Ha TpeXMepHOI nopucToi Teepnoi dase (TexHonorus ImmunoCAP, Pharmacia Diagnostics AB, LLiBeuus).
[epMaTtockonuyeckoe nccnegoBaHmMe NpoBoAMNOCH C UCMONb30BaHWEM MONSIPU3ALMOHHON U UMMEPCUOHHOM AEePMATOCKONUK
¢ 20-KpaTHbIM yBENUYEHMEM.

Pe3ynbrathbl. OnalumnHr-peakummn peructpupoBanuck y 17,5% naumneHtoB u3 275 Habnonaemblx geteir ¢ KM. YposeHb TpunTasbl
6onee 15 mkr/n onpenenancsa y 20,8% neteit ¢ npunusamu, Boiwe 11,0 mkr/n -y 37,5%. YpoBeHb TpunTasbl Boiwe 8,0 MKr/n oTMe-
yeH 'y 22 (45,8%) nauneHTtoB. Y 25,0% nauMeHTOB C NpuanBamMu ypoBeHb TPUMTa3bl He MpeBbian 5 MKr/. BolpaKeHHOCTb cocy-
[MCTOro NaTTepHa B o4arax v BUAMMO 3[L0POBOM KOXe Oblna XxapakTepHa A1 NAaLUMEHTOB C YaCTbiMU U/WMAK NPOAOCIXKUTENbHBIMU
dnawmrHramMmm 1 ypoBHeM TpunTasbl B AuanasoHe ot 8,0 MKr/n 1 Bbile.

BbiBoabl. B Poccuiickoit Pepnepauunm AaHHOe MCCNeaoBaHWE BrepBble NPOLEMOHCTPMPOBAN0O PAacNpOCTPaHEHHOCTb GAALLMHT-
peakuuit B NONyAALMM AeTel C PA3IMYHBIMU KIMHUYECKUMIU HOPMaMm KOXHOIO MacToLmMTo3a. [lonyyeHHble pe3ynsTaThl Nokasanu,
YTO MCCNE0BaHME YPOBHS CbIBOPOTOYHOM TpUNTA3bl HEOHXOAMMO NPOBOAUTL BCEM AETAM C DNALLUMHI-PeaKLUMIMU HE3ABUCUMO OT
KNUHUYECKOM OPMbI MaCcTOLMTO33, B T. Y. C U30/IMPOBAHHBIMU U MHOXECTBEHHbIMWU MACTOLMTOMaMU KOXM. KNMHMKO-N1abopaTopHbIii
W A,ePMATOCKOMUYECKUIA MOHUTOPUHT BaXKeH AnS pa3paboTku MHAMBKUAYANbHON TepaneBTMYECKOM TaKTUKM U NPODUNAKTUKKM Meau-
ATOPHbIX peakuuit U aHadunakcmm.
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Abstract

Introduction. Flushing is a subjective feeling of warmth that is accompanied by redness of the skin on any part of the body, but
mainly on the face, neck and upper trunk. Episodic flushing with other symptoms associated with mast cell mediators can be
observed in 30-50% of children with cutaneous mastocytosis (CM).

Aim. To analyze the frequency of flushing in children with various clinical forms of cutaneous mastocytosis. To study serum
tryptase levels in children with flushing.

Materials and methods. The study included data from 275 children aged from 6 months to 17 years inclusive, who were
undergoing outpatient treatment and observation at the Moscow Scientific and Practical Center of Dermatovenereology and
Cosmetology from March 2022 until January 2024. The concentration of tryptase in the blood was determined by immunofluo-
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rescence on a three-dimensional porous solid phase (ImmunoCAP technology, Pharmacia Diagnostics AB, Sweden). Polarization
and immersion dermatoscopy with 20x magnification were performed.

Results. Flushings were observed in 17.5% of patients out of 275 observed children with CM. The level of tryptase more than 15 pg/L
was determined in 20.8% of children with flushing,above 11.0 pg/l - in 37.5%. Tryptase levels were higher than 8.0 ug/L in 22 (45.8%)
patients. In 25.0% of patients with flushing, tryptase levels did not exceed 5 pg/L. The severity of the vascular pattern in lesions and
apparently healthy skin was characteristic of patients with frequent or prolonged flushing and tryptase levels above 8.0 ug/L.
Conclusion. This study was the first in the Russian Federation to demonstrate the prevalence of flushing in children with various
clinical forms of cutaneous mastocytosis. The results showed that the assessment of serum tryptase levels should be performed
in all children with flushing, regardless of the clinical form of mastocytosis, including those with isolated and multiple skin
mastocytomas. Clinical laboratory and dermatoscopic monitoring are important for the development of individual therapeutic
tactics and prevention of mediator reactions and anaphylaxis.

Keywords: cutaneous mastocytosis, flushing, tryptase, dermatoscopy
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BBELOEHME

MacTtoumnTo3 - 370 3abonesaHue, xapakTepusyLieecs
HaKOMNEHMEM KJTOHANbHBIX Ty4HbIX KneTok (TK) nnbo Tonb-
KO B KOXe (KOXHbI MacTounTtos, KM), u/unm Bo BHEKOX-
HbIX OpraHax, TakMX Kak KOCTHbIA MO3T (CUCTEMHbIA MacTo-
untos, CM) [1, 2]. Knaccndwmkaumna BO3 2022 r. Bbiaenunna
Tpu dopMbl KM, Kaxaas 13 KOTOpbIX MOXET AMArHOCTUPO-
BaTbCA Yy AeTeNn: NATHUCTO-MAanyNe3HbIA KOXHbIA MacTouu-
To3 (MMKM, Takxe Ha3biBaeMblii MUIMEHTHON KpPanuBHU-
Lew), U30N1MPOBAHHASA MACTOLMTOMA U AUDPY3HbBIA KOXHbIN
mactoumnTos (AKM) [1, 2]. Bcneactsue npucyuien runep-
peakTnsHocT TK npu mMacToumTo3e (He3aBMCUMMO OT ero
KIMHUYECKOW (DOPMbI) UX OErpaHyNsuUmns MOXeT NPUBOAUTD
K pa3HO0bOPasHbIM KaK KOXHbIM, TaK M BHEKOXHbIM MPOSB-
NEeHnsM, a TakxKe K pasButuio aHadbunakcum [3]. Ectb MHe-
HWe, YTO K/IMHMYecKas reTeporeHHoCTb M BapuabenbHoe
TeyeHMe MaCTOLMTO3a Y AeTer M B3pOC/bIX 0OYCNOBNEHbI
pasnunynem B BbipaboTKe OCHOBHbIX MEAMATOPOB U LIUTOKM-
HOB [4]. YacTUYHbBIM 0B6OCHOBaHWEM 3TOTO MPEANONONKEHNS
MOTYT CIYXWTb YK€ MPU3HAHHbIE HAaY4YHbIM COO6LLECTBOM
IgE-3aBucumas u IgE-Hesasucumas aktusaumsa TK [5, 6].
Haykoi Hanbonee nsyuyeHbl MenMaTopbl, CUHTE3UPYEMbIE
N XpaHSLWMeCs B CEKpeTopHbIx rpaHynax TK (ructamuH, re-
napuH, TpunTasa, kapbokcunenTuaasa, xMumasa M A1M30Co-
ManbHble depmeHTbl) [5, 7]. TK Takke 9BNSt0TCS UCTOYHMU-
KOM MHOTFOYMCIEHHbIX LLUTOKMHOB, XEMOKMHOB M HaKTOpOB
pocTta. Obpasytowmecs de novo MeaMaTopbl BKAKYAKT K-
nuabl, Takme Kak npoctarnaHguH D2 (PGD?2), neiikoTpueH
C4 (LTC4), dakTop aktuBaumm tpombountos (PAF) n cduH-
rosuH-1-dpocdar [7]. TouHas ponb Bcex meamnaTopos TK
B natoreHese KM n CM elle NonHoCTblo He onpenene-
Ha [5]. B 70 ke BpeMs AMarHoCTMYeCKoe 3HavYeHune rucra-
MWHA 1 ero MeTabonnTOB, TPMNTa3bl M NPOCTArNaHANHOB
NPOLEMOHCTPUPOBAHO MHOMMMMU yuyeHbiMU [3, 6, 8]. CuM-
NTOMbI, CBSI3aHHble C 3TUMU MeAMaTOpaMM TYUHbIX Kie-
TOK, MOTYT CYLLECTBEHHO BAMATb Ha KAYeCTBO XWM3HM Na-
unenToB [9, 10]. Mpu noboi GopMe MACTOLMUTO3a OLEHKE
MOANEXAT KOXHbIe U XenyLoYHO-KMLIEYHble MPOSBAEHUS,
aHadunakcus, ckeneTHo-MblweyHas 60b, ycTanocTb M ocTe-
onopos [10, 11]. ®opMuMpoBaHME €AMHUYHBIX BOAAbIPEN,

nokanbHas runepemus, deHomeH Japbe, cuMnToMaTnye-
ckui gepmorpacdumsm (urticaria factitia) u 3y Koxu cssiza-
Hbl C BbicBOBOXAEHMEM rnucTamuHa m3 TK [11].Y yacti na-
LUMEHTOB runepemus, 3y U rMnoTOHUS MOTYT ObITb CBS3aHbI
TOMBKO C U36bITOYHbIM BbicBOBOXaAeHMeM PGD2 [11]. Mocne
aKTMBaUMK fiepManbHbiX TK KOXHbIE MOPaXeHUs CTaHOBATCS
3pUTEMATO3HbIMM, OTEYHBIMU U 3YAAWMMM C NOCNEAYIOLLUM
nosiBIeHNEM BE3MKYN, a TaK)Ke CepO3HbIX UM reMopparu-
Yyeckmx nysbipen, 0CO6EHHO B TeYeHune nepBbix 12-24 mec.
OT Hayana 3abonesaHus [11, 12]. YpoBHM TpMATasbl B XMA-
KOCTWU ny3bipei moryT npesbiwatb 80 000 mkr/n B Taxe-
NbIX CNYyYasx, 4TO OTpaXKaeT cTeneHb 6a30BoM akTMBaumm TK
M npouecca gerpaHynaumm, ocobenHo y petert ¢ KM [12].
B cootBeTcTBMM C 3TMM 06WMpHOEe 06pa3oBaHune Mny3bipeit
paccMaTpuBaeTCs Kak MHAMKATOpP MAacCMBHOM aKTUMBALMM
TK, noTeHUManbHO NPUBOASLLEN K TSIXENbIM OCNOXHEHUAM
npu mMactouuTose y getein [12].

Mpuanebl KpoBKM (bNaWKMHIK, DAALUMHI-PEaKLUN) — 3TO
CyObeKTUBHOE OLLylleHMe Tenna, KOTOpoe COMpOBOXAAET-
CSl MOKPaCHEHMEM KOXM Ha NtobOM yyacTke Tena, HO npe-
MMYLLECTBEHHO Ha NWLE, LLEee U BEPXHEN MONOBUHE TYNOBM-
wa. ®M3M0N0rM4eckn NpuUMBbl 0ObICHATCS YBEIUYEHUEM
OTHOCUTENIbHOTO 06bEMA BUAMMOMN MOBEPXHOCTHOM KOXHOWM
COCYAMCTON CeTH, @ TAKKE KaYeCTBEHHbIMU PA3UYMIMU B CO-
CYLMCTOM peakLmm KOXM 1 COCYLMCTOM perynsuumn no cpas-
HEHMI C ApyrumMu obnactamu Tena. MNpunuebl knaccuduum-
PYKOT Ha 3MMU304MYECKME U MOCTOSHHbIE. INU304MYECKNe
NPUAUBLI ONOCPEAOBaHbl BbICBOBOXAEHWEM SHAOMEHHbIX Ba-
30aKTUBHbIX MEMaTOPOB MU NIeKapCTBEHHbIX CpeacTB. o-
CTOSIHHbIE MPWUAKBLI MPUBOASAT K GUKCMPOBAHHON 3puUTeMe
LA C TENEAHIMIKTa3UAMM U LMAHOTUYHBIM OTTEHKOM M3-3a
KPYMHbIX KOXHbIX KPOBEHOCHbIX COCYA0B, COAEPXKALUMX Mef-
NEHHO TeKyLLYy 0e30KCUreHMPOBaHHY KpoBb [13].

Mpunuebl KpoBM npu KM 06bI4HO NPOSBAAIOTCS BHE3aM-
HbIM MOKPAaCHEHWEM NNLA U BEPXHEW MOMOBUHbI TYNOBMLLA,
4TO0 0OYCNOBNEHO YCUMNIEHWMEM KPOBOTOKA Yepes3 KOXY B pe-
3y/bTaTe pacliMpeHns AepManbHbiX KaNnUMANApOB BCIeACTBUE
[lefCTBMS BA30aKTUBHbIX BeLlecTB. HecMOTps Ha TOT dakT,
4TO MPUAKBLI MO CBOEW MPUPOAE CYUTAKOTCSH KOXKHbIMU NpO-
ABNEHUSAMU, UX PA3BUTUE SBNSETCS CNEACTBMEM CUCTEMHOM
COCYAMCTOM peakumu Ha perpaHynaumio TK, koTopas MoxeT
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B HEKOTOPbIX CIy4asix NPUBOAMTb K PA3BUTMIO TMNOTEH3UBHO-
ro konnanca [14]. Mockonbky He y Bcex nauueHToB Habnaa-
I0TCS [aHHble NPOSBAEHUS, MPUYMHA 3TOM HEOAHOPOAHOCTU
ocTaeTcs HescHow. bonee Toro, y 4actn 60/bHbIX MOTYT Ha-
61104aTbCS M30IMPOBAHHbIE CUMMTOMBI, TOTAA KaK Y APYruX
pa3BMBAETCS COBOKYMHOCTb NMPU3HAKOB M CMMNTOMOB, HEOT-
JIMYUMBIX OT CUMNTOMOB aHadwnakcum [15-17]. B camom Ha-
Yyane nNpuaMBa NaLMEHTbl BHE3AMHO YyBCTBYHOT CUNIbHOE Ten-
no, ganee - nosiBNeHue cepauedbueHns u ronoBOKpYKeHUs
BCNEACTBME CHUXKEHWUS apTepuanbHOro Aasnexus, Hebnaro-
NPUSATHBIA MCXoL — pa3sutne obmopoka [18]. OnucaHbl co-
YyeTaHUs GNALUMHIOB M XENYA0YHO-KMLIEYHbIX MPOSBIEHMINA.
Haunbonee yactbiMn cMMATOMaMu SBASIOTCS B3AYTUE XMBOTA
n anapes, pexe - 6onu B XusoTe u TowHota [10].

MpoAoMKUTENBHOCTL DNALIMHI-PEAKLMIA MOXET 3HAYM-
TenbHO BapbMpoBarth. T. Gllen et al. coobwanu o NpoaomKK-
TeNbHOM HaboAEHWU OAHOMO MALMEHT], y KOTOPOro peLmnam-
BMPYIOLLME MPUAMBbI BAPbMPOBANM NO MNPOLAOMKUTENBHOCTH
ot 10 no 30 muH [18]. B apyrom nccneposaHum T. Gllen co-
0obLWwmn, 4TO NPOLOMKMTENBHOCTD CUMITOMOB MOXET Koppe-
NMpPOBaTh C ANUTENBHOCTbIO MOBbIWEHHOIO YPOBHS CbIBO-
POTOYHOM TPUMTA3bI, KOTOPLIA MOXET COXPaHATLCA A0 5 u
n ponblue [14]. MaumeHTbl YacTo UCMbLITLIBAIOT CUALHYIO YCTa-
NIOCTb, MPOAO/IKAIOLLYIOCA OKOMO 24 4 nocne npucrynos [10].

He3aBMCMMO OT NPOAOIKUTENBHOCTM dNaLLUMHI-peakL i,
MX Hanuuune y pebeHka C MaCTOLMTO30M CledyeT pacueHu-
BaTb KaK HACTOPAXXMBAIOLLMI NPU3HAK HAPYLUEHWUS aKTUBALMK
TYYHbIX KNeTok (maba. 1), yKa3biBalowWwmi Ha He0BX0AMMOCTb
CPOYHOTr0 Ha3HaYeHWs aHTUMeAMATOPHOM Tepanuu U Tua-
TeNbHOro HabnwaeHms 3a 60nbHbIM. COrnacHo AaHHbIM eaun-
HWYHBIX EBPONENCKMX MCCNEA0BAHNUMA, SMU304MYECKME NPU-
JIBbLI C APYTMMK CUMMNTOMAaMM, CBA3aHHbIMU C MeAMaTOpamMm
TK unn 6e3 Hux, Habnwopatotca y 30-50% peteit c MMNKM,
0COHEHHO NpuW 0BLLIMPHOM MNOPAXKEHWMM KOXM, U NMPAKTUYECKM
y Bcex naumeHTos ¢ KM [11,12].

K coxaneHuio, B HaCToslLLLEee BPEMS POCCUIACKME nccneno-
BaHMA, MOCBALLEHHbIE U3YYEHWUIO YACTOTbl PA3BUTUS CUMIMTO-
MOB M peakumui, obycnosneHHbix Meanatopamu TK y neten
C MacTOUMTO30M, OTCYTCTBYIOT.

Lenb nccnenoBaHua — NpoBECTU aHANW3 YaCTOThbl BCTpe-
4aeMoCTM GNaLMHM-peakunii y AeTei C pasHbIMU KIUHUYe-
CKMMM GOPMaMM KOXHOIO MaCToLMTO3a. M3yunTb YpOBHM Cbl-
BOPOTOYHOM TPUNTA3bl y fileTel C GNALUNHM-PEAKLUMUAMU.

MATEPUAJIbl U METObI

lpoBefeHO 0AHOLEHTPOBOE NMPOCNEKTUBHOE Habnwaa-
TeNbHOE UCCNef0BaHME.

Kputepuu BknoyeHms:

[eTu B Bo3pacTe oT 6 Mec. no 17 net

KIMHUYeCKne popMbl KOXKHOr0 MacToumTo3a.

KpuTepun HeBKAOYEHMS: OTKA3 poauTenen oT uccneno-
BaHMS.

Knaccudukaums pasnnyHbiX TUNOB KOXHOMO MacToLMTO3a
6blna NpoBeseHa B COOTBETCTBUM C Knaccudukaumen BO3 [1, 2].

Ycnosus nposedeHus u npodosmUMenbHOCMb UCCIE008AHUS

B nccnenoBaHue BKIOYANM AaHHbIE AeTeN, HAXOAMBLUMX-
€S Ha aMbynaTopHOM neveHuun u HabnogeHwnn B [BY3 «Mo-
CKOBCKMI LEHTp LepMaTOBEHEPONIOrMM U KOCMETONOrnm»
B nepuop ¢ Mapta 2022 r.no sHBapb 2024 1.

OnucaHue MedUUUHCKO20 8MeWamesbcmea u Memooos u3-
MepeHus uenesbix nokasamenel

KnnHnyeckoe obcnepoBaHme BkAtoYano cbop aHamHe-
3a U pu3nkanbHoe obcnepoBaHue. B COMHUTENbHBIX Clyya-
X MPOBOAMNOCH MMCTONOTMYECKOE MCCIefloBaHWe BuonTaTta
KOXM B 0671aCTV BbICbINaHMIA. JTabopaTopHble MeToAbl Uccne-
[0BaHWUA BbINONHANUCH B TBY3 «MOCKOBCKMIA LIEHTP AepMa-
TOBEHEPONOTUM U KOCMETONOTUK». B3dTne BEHO3HOM Kpo-
BM NPOBOAMNOCH B TEYEHME OHS, HE paHee 4yeM yepes 3 y
nocse nNpueMa nuuiM UAKM YTPOM HaTtouwak. KoHueHTpauus

Ta6nuya 1. JnarHocTnuyeckmne KPpUTEPUN HapyLUEHNA aKTUBALUU TYYHbIX KNETOK (,EI,J'IH NoATBEPXAEHNA HeobxoanMbl BCe TpH

kputepus) [10]

Table 1. Criteria for the diagnosis of mast cell activation disorder (all three criteria are required to confirm the disorder) [10]

KosHble: npuimBbl (bnalumHry), AepMorpaduam, 3ys, NSTHUCTO-Nanysie3HbIi KOXHbIA MAcTOLMTO3, aHTMOHEBPOTUYECKMI OTeK

PecnupatopHble: Xpunbl, 60/1b B ropAe, CTpuaop

Knunuueckue NPU3HaKu U CUMNTOMBbI,

CepaeyHo-cocyaucTbie: 60/1b B rpyau, rUNOTOHMS, TaXMKapaus

3aTparuBaiowme = 2 OpraHoB unu
CUCTEM, (BAA3aHHbIE

[aCTpO3HTEPONOrMYECKME: GO B XMBOTE, AMapes, B3AYTUE XUBOTA, TOWHOTA, PBOTA, HAPYLUEHME BCACbIBaHKS, 330(aruT

C peunanBUpYIOLLEH MU XPOHUYECKOH

CUCTEMHON aKTMBALMEH TYUHBIX KNETOK 0
neputepnyeckas Heifponatus

HEBPOJ’IOFMHECKMEZ rofioBHas 60sb, ﬂpOﬁIIEMbI C NaMATbIO U KOHLI,EHTpaLlMeﬁ BHUMaHKA, NapeCTE3nK,

unn octeonopos

OI'IOpHO-,IlBMFaTEJ'IbeIE HapylleHns: 00711 B KOCTAAX W MbILILLAX, [ereHepaTuBHble 3ab0neBaHNA JUCKOB, OCTEONEHUS

MMoBbiLeHHbIA YPOBEHb TPUTa3bI

B CbIBOPOTKE (MPEANOUTUTENLHO)
WM NOBbILLIEHHbIE 24-4acoBble YPOBHM
N-metunrucrammua wm PGD/11B-PGF2a.

YpoBeHb TpunTasbl > 20 Hr/M BO BpeMA 2 2 CUMNTOMATUHECKUX 3NM30408B AW NOCTOAHHbIA UCXOLHbIN YPOBEHb
Bbilwe 15 Hr/mn

CHUKEHMe YaCTOTbl, TAKECTU UK
pa3pelueHua CMMNTOMOB B OTBET
Ha aHTUMeAUATOPHYI0 Tepanuio

AHTaroHMCT rcTaMMHa Nepeoro 1 BTOPOro NokoneHus (aHtarolnct H1) ¢ antaronucTom ructammna H2
(aHTaroHuct H2) unu 63 Hero, aHTaroHUCTOM NeMKOTPUEHA UM UHTUBUTOPOM 5-NMNOKCUTeHasbl
WM CTabUNM3ATOPOM TYYHBIX KNETOK (KPOMOMMH HaTpus)
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TpUNTasbl B KPOBKU ONpeaensnacb MetoLioM MMMYyHOMM00-
pecueHUMn Ha TPEXMEPHOIM NOPUCTON TBepaon dase (Tex-
Honorns ImmunoCAP, Pharmacia Diagnostics AB, LLiseuws).

OcHosHoUll ucxo0 uccnedo8aHus

Cpean MauMeHTOB C KOXHbIM MacTOLMTO30M onpe-
nenanu 0on AeTer ¢ GnawuHr-peakunsmu. KnuHuye-
CKMe MposIBNEHUS peakumit BbianM CONOCTaBNEHbI C OaHHbI-
MW KAMHUKO-nabopaTopHOro uccnenosaHus. Onpegensnunce
noKasaTenn KOHLEeHTpaLuMM CbiIBOPOTOYHOW TPMNTa3bl y na-
LUMEHTOB C DNaWKWHr-peakumnsaMu. PesynbtaTbl MCCNeA0BaHUS
HeobxoanMbl Ans pa3paboTku anropuTMa BeLeHus AeTen
C MaCTOLMTO30M.

HononHumenbHsie ucxodsl ucciedo8aHus

[poBeneH aHanu3 LepMaToOCKONMUYECKOW KapTuHbI Yy na-
LUMEHTOB C dnawmHr-peakumsamm. MMlccnegoBaHme BbiCbiNaHMM
NPOBOAMIOCH NPY NOMOLLM «YCTPOWCTBA AN AMHAMMUYECKO-
ro KNMHUKO-UHCTPYMEHTANbHOIO HabnoaeHMs 3a NaumeH-
TaMu C NMOPAKEHUAMM KOXM» (NaTeHT Ha NMONe3Hy MOoLesb
N2177110 ot 17.04.2017 r.). lepmaTockonmyeckoe nccneno-
BaHWe NPOBOAMNOCH C UCMOMb30BaHNEM NONSPU3ALMOHHOWM
M UMMEPCUOHHOM AepMatockonuu ¢ 20-KpaTHbIM yBenuye-
HuneM. Bo n3bexaHne konnanca KanuangpoB AaBneHue Ha
BbICbINaHWE MUHUMU3MPOBANOCh.

dmudeckas 3kcnepmu3a

MpoBeaeHWe nccnenoBaHMS COrNacoBaHO C NOKaNbHbIM
KOMUTETOM MO 3TUKe npu [BY3 «MoCKoBCKUIA LIeHTp AepMa-
TOoBeHeponoruun n kocmetonorun» Ne58 or 31 mapta 2022 r.

Cmamucmuyeckuli aHanu3

Heobxogumbiii pazmep BbIOOPKM Ha 3Tane naaHWMpoBa-
HWUS UCCNefoBaHMS He pacCUMTLIBAAM BBMAY PenKOCTM na-
Tonornn. AHanmn3 AaHHbIX 6bl1 BbIMOAHEH C MCMONb30Ba-
HMEM MNakeTa CTaTUCTMYeCckux nporpamm Excel u3 naketa
Microsoft Office 365. OnucaTenbHag CTaTUCTMKA BKAKOYa-
Na KOMMYeCTBO M MPOLEHT MaLMEHTOB B COOTBETCTBYHOLLMX
rpynnax geten ¢ KM (c Hanuumem u otcyTcTBUEeM dnalmHr-
peakumi), a TakxKe pacnpeneneHne NnauMeHToB No Ananaso-
HaM 3Ha4yeHWUM CbIBOPOTOYHOWM TpMnTasbl. Pe3ynbratel uccne-
[loBaHus npeacrtasneHsl B Buae Me [P25%; P75%]. AHanu3
KOpPEensaLUMOHHbIX CBA3el Obln NpoBeAeH C UCMONb30BaAHUEM
Koappuumenta Cnupmera. OLeHka LOCTOBEPHOCTU pe3yb-
TaTOB C Y4eTOM OTHOCUTENbHO HEBONBbLIOro Yncna Habnto-
[leHWi NpoBOAMAACh C PacYeTOM rpaHUL, OBEPUTENBHOMO
MHTepBana C BeposTHOCTbIO 95,0% (3HauYeHns cumTanm cra-
TUCTUYECKM 3Ha4YMMbIMK nipu p < 0,05).

PE3YJIbTATbI

B uccnepoBaHue 6binn BKAOYEHbI AaHHble 275 peTei
(171 (62,2%) manbunk n 104 (37,8%) neBoYKM) C pasHbIMU
KNIMHUYECKMMU HOPMaMK KOXKHOIO MacToLmTO3a B BO3pacTe
oT 6 Mec. A0 17 neT BKAOUUTENBHO (Mabs. 2).

HabntoaeHue 3a 4eTbMU NO3BONMIO ONPELENnUTb YACTOTy
pasBUTUS NPWUAMBOB MPU Pa3MUYHbIX KIMHUYECKMX HopMax
3aboneBaHud. Micxoaa w3 aaHHbIX maba. 3, npunmebl peru-
ctpupoBanuce y 48 (17,5%) nauneHtos n3 275 Habntopae-
MbIX HaMu feTein ¢ KM.

Y Bcex aeTeit ¢ GnawmnHramm boin onpeneneH ypoBeHsb Cbli-
BOPOTOYHOM TPUMTA3bl (MAPKEP HArpy3Ku TYYHbIX KNETOK) BHE

3nu3o04a NpuAnBa. Pe3ynbTaTthl OLEHMBANAUCL MCXOAS M3 3HA-
YeHWI, yCTAHOB/IEHHbIX B pe3y/bTraTe NCCNefoBaHUn YypoBHeEH
TpunTasbl y AeTeil u B3pocnbix (mabs. 4). Anana3oH ot 0 no
5,0 MKr/n cooTBeTCTBYET HOPMasIbHOMY 3HAYEHUIO TPUMTA3bI
B obuwer nonynaumu [19]. YposeHb Tpuntassl o 11,0 Mkr/n
MPUHAT Kak HOpManbHoe nabopatopHoe 3HadveHune B Poccuii-
ckon Mepepaunun [20]. YpoBeHb TpMNTasbl, NPeBbILAOLLMIA
3HauveHue 20 Mkr/n, cornacHo kputepuam BO3, pacueHunBaet-
€S KaK BTOPUYHBIN MPU3HAK CMCTEMHOrO MactoumTosa [1, 2].
B rpynne peteit ¢ 1IKM cpefmMHHOe 3HayeHue TpunTa-
3bl coctasuno 8,11 [5,0; 13,9] Mkr/n, MUHMUManNbHOE 3Ha-
yeHue - 5,0 mMkr/n, MakcumaneHoe — 39,9 mkr/n. B rpynne

Ta6nuua 2. CTpyKTypa KNMHUYECKUX HOPM KOXKHOFO MacTo-
umTo3a y fetert (abcontoTHble undpbl, %)

Table 2. The clinical form pattern of cutaneous mastocytosis
in children (absolute numbers, %)

MoauMIKM 127 46,2
MowolMKM 54 19,6
MK 89 32,4
AKM 5 18

Wroro 275 100

lpumeyarue: nonn/moHoMMKM - nonMMopdHbIiA/MOHOMOPdHBIVA TUR NATHUCTO-NANye3HOro
KOXHOro Mactoumutosa; MK - mactountoma koxu; KM - auddysHblin KOXKHbIA MacTOLMTO3.

Tabnuya 3. Yactota pasBuTMS GNaLLMHI-pEAKLMI Y eTen
C KOXXHbIM MacToumMTO30M (abcontoTHble umdpbl, %)

Table 3. Incidence of flushing reactions in children with
cutaneous mastocytosis (absolute numbers, %)

MonuMMKM, n = 127 22 173
MoHolMKM, n = 54 15 278
MK, n =89 6 6,7
KM, n=5 5 100

lpumeyarue: nonu/moHoMNMKM - nonMmMopdHbIiA/MOHOMOPdHbIFA TUR NATHUCTO-NANyE3HOro
KOXHOro Mactouutosa; MK — Mactountoma koxu; KM — auddy3sHblii KOXKHbIA MacTOLMTO3.
Ta6nuua 4. PacnpepneneHne 3Ha4eHUM CbIBOPOTOUHOM TPUI-
Tasbl y feTen ¢ dnawuHr-peakumsmu (abcontotHele UMdpbl)
Table 4. Distribution of serum tryptase levels in children
with flushing reactions (absolute numbers)

MoauMMKM, n = 22 9 8 3 2
MowolMKM, n = 15 3 5 5 2
MK,n=6 3 2 1
KM, n=5 - 2 2 1
WUroro: n = 48 12 18 12 6

lpumeyarue: nonn/moHoMMKM - nonMMopdHbIM/MOHOMOPdHBIVA TUR NATHUCTO-NANye3HOro
KOXHOro Mactoumutosa; MK - mactountoma koxu; KM - auddysHblin KOXKHbIA MacTOLMTO3.
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[leTeil C MacTOLMTOMaMU KOXMU CPeMHHOE 3HaYeHWe Tpun-
Tasbl coctaBuno 11,45 [5,1; 16,8] mkr/n, amnanTyaa psaa
coctaBuna 5,1-20,5 mkr/n. Y pneteit ¢ MOHOMOP®HbIM TH-
nom MMKM cpeonHHoe 3HayeHwne TpuNTasbl COCTABUIO
9,4 [5,6; 14,2], MMHMManbHOe 3HaveHne - 2,84 MKr/n, Mak-
cuManbHoe - 56,7 MKr/n. @nawuHri Hanbonee 4acto peru-
CTPUPOBANMCH Y NALMEHTOB C NOAMMOPPHbIM Tnom [MMKM -
B 22 (45,8%) cnyyaax. CpeauMHHoe 3Ha4YeHWe TpunTasbl
coctasmno 6,2 [4,92; 10,1] Mkr/n, amnanTyaa psaaa coctaBuna
3,2-27,6 Mkr/n. PesynbTathl MCCNeA0BaHUS NPOAEMOHCTPU-
pOBaNM 3HAYUTENbHYID BapuabenbHOCTb COAEPKaHUS TPUM-
Tasbl B CbIBOPOTKE KPOBM.

YpoBeHb TpunTtasbl 6onee 15 mkr/n onpenensanca y 10
(20,8%) neten ¢ npunuamu, Bbiwe 11,0 mkr/n -y 18 (37,5%).
YpoBeHb TpunTasbl Bbiwe 8,0 MKr/n perucrtpuposancs
y 22 (45,8%) nauneHToB.

MpooOMKNTENBHOCTD MPUAMBOB Y NALMEHTOB COCTaBASNA
o1 10 MMH 0 Heckonbkux YacoB. KpaTkoBpeMeHHble (0KO-
no 10 MMH) CNOHTaHHblEe 3NU304MYECKUE MPUANBLI BblaK
oTMeyeHbl Yy 4 (8,3%) nauneHToB. Y BOMbLIMHCTBA NaLMEH-
T0B (62,5%) NpOAOMKUTENbHOCTb NPUIMBOB COCTaBNANa
30-40 MUH. B 3Tux cnyyasx npuunmHamu SBASAUCb Gusnye-
CKas Harpyska, NCMX03MOLMOHaNbHOE HanpsxXeHue, BO3aen-
CTBME TEMNEPATYPHOro GakTopa (Kak BbICOKOM, TaK M HU3KOM
TeMnepaTtypbl OKpyxatLlen cpenbl). Y getei ¢ KM u no-
JuMMKM ¢ TeHAeHUMEN K pa3BUTUIO Ny3bipei NMpOAOIKM-
TeNbHOCTb GNalMHI-peakLuin BapbmpoBana oT 30 MUH Ao
HECKO/IbKMX YacoB C pa3BUTMEM MOC/IEAYIOLLEN aCTEHWNM (COH-
JIMBOCTM, MbILUEYHOW CNaboCTH, BANOCTH, anaTum, TMNOTEH3NMN),
NpoAoMKatoLWencs Ao CyTok. [pofomKMUTENbHOCT MPUNMBOB
oT 2 fo 6 4 otMeyanu poautenn 7 (14,6%) naumenTos. Y na-
LUMEHTOB C MaCTOLMTOMaMu B MOAOBMHE Cy4aeB GUKCUPO-
Ba/IUCb CMOHTaHHbIE MPWUAKBSLI. TakxKe poAUTENU NALMEHTOB
C MaCTOLMTOMOW YKa3blBaiM Ha BO3MOXHOCTb Pa3BUTUS dna-
LMHra NOC/e CYy4anHOro pasapakeHMs MacToOLMTOMbI, MOBbI-
WweHunsa Temnepatypsbl Tena 6onee 38,0 °C nocne ykycoB ABy-
KPbINbIX HACEKOMBbIX.

CoyeTaHue NPUNUBOB C XXeNyLoYHO-KULIEYHbIMU Me-
LMaTOPHbIMW CMMNTOMaMKU (AMapes, CXBaTKOOOpa3Hble
60nu B XMBOTE, pBOTa) ObIIO 3adukcnposaHo y 12 (25,0%)

Pucyrok 1. Anddy3HbIN KOXHbIA MacToumMTo3 y pebeHka
Figure 1. Diffuse cutaneous mastocytosis in a child

naumMeHToB. OnawWmnHr-peakumnn ¢ pasBuTMeM 06MOpPoOKoOB
[LMarHocTMpoBaHbl y 4 (8,3%) nauMeHTOB C NOBbIWEHHbLIM
ypoBHeM TpunTasbl Bbiwe 11,0 Mkr/n. Taknum o0b6pasom, Mex-
[ly YDOBHEM TPUNTa3bl U TIXKECTbIO NMPUANBOB CyLLECTBYET
npsiMas KoppensumoHHas cBa3b (koadduumeHt CnvpmeHra,
p=0,425,p < 0,05, nonoxutenbHas cBa3b).

B npouecce HabnwooeHns 3a nauneHTaMm Obian Npo-
aHaNU3MPOBaHbI AEPMATOCKOMNMYECKMEe 0COBEHHOCTU 04aroB
KMy nauneHToB ¢ npuanBaMu. BeipaxeHHOCTb COCYANCTO-
ro matrepHa B o4arax M BUAMMO 340POBOM KOXe Bbina xa-
paKTepHa AN NaLMEHTOB C YaCTbIMU WU/WNU NPOLOIKUTENb-
HbIMW GAALKMHIAMU 1 YPOBHEM TpUMTasbl B AMaNasoHe OT
8,0 MKr/n u Bbiwe. Ha puc. 1 npoaeMOHCTPUPOBaHbI KIUHU-
yeckas v LepMaToCKonMyeckas KapTuHbl o4aroB y pebeHka
¢ [IKM (3HaueHwue TpunTasbl 39,9 mkr/n).

Y neteit ¢ nonulMKM He3aBMcMMO OT BO3pacTa v C ypoB-
HEeM CbIBOPOTOYHOW TpUNTasbl Bbile 8 MKr/N ANa AepmaTto-
CKOMUYECKOM KapTWHbI BblIM XapakTepHbl BblpaXKeHHOE
pacluMpeHne Kanunngapos W npeobnagaHue COCYyAMCTOro
naTTepHa Haf XenToBaTbiM OKpallMBaHMEM B O4arax u mo
ux nepudepumn. Ha puc. 2 npofeMoHCTpmpoBaHbl ovar KM
Ha KOXe BOMOCUCTOM YacTu rofoBbl U ero AepmMaTockonumye-
CKas KapTMHA BHe MpuaunBa (YpoBeHb CbIBOPOTOYHOM TPUI-
Ta3bl 14,0 mMkr/n).

[lepmaTockonuyeckas KapTMHa 04aroB y nauueHTos 6e3
NpUANBOB B aHaMHe3e NpoAeMOHCTPUPOBaHa Ha puc. 3.

OBCY>KOEHUE

PacnpocTpaHeHHOCTb GnaWwmHr-peakunin cpean geTten
¢ KM, onpeneneHHas B HaweMm wccnenoBanuu (17,5%), 3a-
METHO HUXe pe3yNnbTaToB, NPUBELEHHbIX B aHANIOMMYHbIX 3a-
py6exHbix uccnenoBanusax (30-50%) [11, 12]. Mol cBS3bI-
BaeM [OaHHbI pe3ynbTaT C BKAYEHWEM B MCCIeAO0BaHWe
neteit co Bcemn dopmamu KM 1 ¢ noboit TaxecTblo Teye-
Hua. Kak npaBuno, 60nbWMHCTBO 3apybexHbiX UCCIenoBa-
HWI, NOCBALLEHHbIX M3YYEHWUIO 0COBEHHOCTEN KIMHUYECKOTO
TeyeHnsa KM, npoBoaaTca cpegy MauMeHTOB C MATHUCTO-
nanynesHsiM u anddysHeiM KM Taxkenoro TeveHums (bynnes-
Hble hopMbl).

A - KnMHMUecKas KapTuHa; B — aepmatockonuyeckas KapTuHa: BbipaxeHHas runepemus u hopmupyowmiscs Gubpos B Buae 6e108athix 04aros.
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PucyHok 2. TIonMMOop@HbIA NATHUCTO-NANYNE3HbIA KOXHbIM MacToLMTO3 y pebeHka
Figure 2. Polymorphic maculopapular cutaneous mastocytosis in a child

A - bnswKa Ha KOXe BONOCUCTOI YacTW ronosbl; B — AepMaToCKonn4yecKkan KapTMHa C BbIpaXXeHHbIM COCYAUCTbIM PUCYHKOM B O4are 1 BHe o4ara

PucyHok 3. NonnMopdHbIN KOXHbIA MacToumTo3 y pebeHka
Figure 3. Polymorphic cutaneous mastocytosis in a child

o

>

Y Bcex 5 (100,0%) naumerTos ¢ KM, HaxoamsLumnxcs nog,
HalWwwmM HabnogeHneM, HabNAANMCb MPUAUBLI C Pa3HOM Ya-
CTOTOW M NPOACIXKUTENBHOCTBIO.

B pocTynHOM HaM Hay4HOW nMTepaType Mbl He BCTPETU-
NN CBEAEHUI O 4acToTe BCTpevaemMocTn GhnalmHros y na-
LUMeHToB ¢ mMactouutoMamm koxu (MK). PesynbtaThl Hawero
nccnenoBaHUg NPOAEMOHCTPUPOBANM PacnpOCTPAHEHHOCTb
Hanuune NpuaneoB y 6,7% naumeHTos ¢ MK. YpoBeHb Tpun-
Tasbl y BCEX NALMEHTOB ObiNl Bbile NOMYAALMOHHOIO 3Have-
Hua (5,0 MKr/n), y nonosuHbl fetert npesbiwan 11,0 mkr/n.
B pamkax guMHamumyeckoro HabnopeHus naumeHtos ¢ MK
cnepyeT TwaTenbHO cobmpaTtb aHaMHes, NPOBOAMUTL KIMHUKO-
nabopatopHoe HabngeHMe U CBOEBPEMEHHO Ha3HavaTb
aHTUMeLMaTOPHY Tepanui. basanbHblii ypoBEHb CbIBO-
POTOYHOM TPUNTa3bl HEOOXOAMMO M3MEPSITb UCKNIOYUTENb-
HO B HeCCMMNTOMHbIN Nepuog, Koraa He Habnpaetcs npu-
3HAKOB WM CMMMNTOMOB aHabUNAKCUM, YTO 0CODEHHO BaXKHO
Y NaUMEHTOB C MaCTOLMTO30M MW CUHLPOMAMK akTUBALMM
Ty4HbIX kneTok (MCAS). MoBbiLLEeHHbIE YPOBHM 6a3aNbHOM Cbi-
BOPOTOYHOM TPMNTa3bl OBHAPYXMBAOTCS Y NALMUEHTOB C CU-
CTEMHbIM MacToumnTo3oM (CM) 1 y naumMeHToB C ApYyrMMU Mu-
€n10MAHbIMU HOBOOBOPA30BaAHUSMM.

= KNMHUYeCKasa KapTuHa; B- AepMaToCcKonu4yecKkas KapTMHa ovara: npeoGna,u,aeT XenToe oKpalunBaHue c d)opMuposaHmeM ncesaoceT1

NepBOHAYabHas OLEeHKa TPUNTasbl Kak AMArHOCTUYECKO-
ro Mapkepa B remMartosioruun bbina cocpefoTtoyeHa Ha 3abo-
NEeBAHUAX TY4YHbIX kneTok. CyliecTByeT oWMOOYHOE MHeHMe,
4TO YPOBHM TPMUMTA3bl MOYTK BCErAa NOBbILEHbI Y NALMEHTOB
¢ CM, Ho B BONBLUMHCTBE C/Ty4aeB HOPMasbHbI NMPU KOXHOM
mactoumtose (KM) [19]. Mo ston npuunHe BO3 BBena 3amet-
HO MOBbILWEHHbI YpoBeHb TpunTasbl (>20 HI/MN) B KayecTBe
BTOPOCTENEHHOrO AnarHocTiyeckoro kputepus CM [1, 2].

Mbl HabnwpanM 3HavyeHUs CbIBOPOTOYHOM TpunTa-
3bl Bblwe 20 mMkr/n y 12,5% petei ¢ npunmMeamu. YuuTbiBas,
UTO KOHTUHIEHT C BbICOKMMMW YPOBHAMM TPWUNTa3bl — AETU
¢ MMKM, cnepyet oueHnBaTb dhnalwmMHI-peakuumn B coveta-
HWW C APYTUMU MELMATOPHBIMU CUMMTOMaMU Kak GhakTop
puCKa pasBuTMa aHabunakcuu, a y nauneHTos ¢ MoHolMKM
(«B3poCnbIM» TMM) KakK hakTop pucka pa3sutna CM.

B 10 xe BpeMs y yeTBepTH (25,0%) NaumeHTOB C Npuau-
BaMW YpOBEHb TPUNTa3bl He MPEBbILIAN YPOBHA 5 MKI/n, YTO
MOXET CBWAETeNbCTBOBATbL O PONM B NatoreHese GnaluuHr-
peakuui apyrux megnatopos TK (rMcTamuH, npoctarnaHam-
Hbl). CnepoBaTenbHO, Ha3HaYeHUe aHTUIUCTAMUHHBIX Mpe-
napaToB B 3TOM CWTyauum 0OOCHOBaAHHO. Hamu oTMeueHbl
CHWKEHWEe YaCcToTbl U MPOAOMKUTENBHOCTU hNaLLMHI-peaKLmii
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Ha hOoHe NMpUMeHEeHMs Ae3nopaTaiMHa Yepes3 Heaento OT Ha-
yana npuema. Jetam ¢ dnawmHraMmm M ypoBHSMU CbIBOPO-
TOYHOM TPUNTa3bl Bbllle 5 MK/ peKOMeH0BaHbl KypCbl CTa-
6MNM3aTOPOB MEMOPAH TYYHbIX KNETOK AJIUTENbHOCTbIO He
MeHee 3 Mec. [1ns KOoHTpons 3ddeKTMBHOCTM aHTUMeana-
TOPHOM Tepanuun peKoMeHAYeTCs MCNOoAb30BaTh AepMaTo-
CKOMMUYeCKoe MUCCNenoBaHue, KOTopoe ABASETCS He TOMbKO
0ObEKTUBHBIM, HO M HEMHBA3WBHbBIM METOAOM, YA06HbIM ANs
NPUMEHEHUS B LETCKOM NpaKTUKE.
OzpaHuydeHus uccnedosaHus

KoXHbIM MacTouMTO3 gBnsgeTcs peakum 3aboneBaHueM.

@opMMpoBaHHMe BbIBOPKM 419 NPOBeLEeHUS UCCIef0BaHUS
TpebyeT Honbluero Konnyectsa spemMenu. CyliecTsyeT Be-
POSTHOCTb HEHALEXHOTO NPefoCTaBleHUs MaTePSMU WH-
dbopMaLMu O NPOLOMKMUTENBHOCTU U XapakTepe TeyeHus
bnawWwmrHr-peakLuii, 4To MOXET NOBMUATb HA OLLEHKY aHaM-
HEeCTUYECKUX OAHHbIX.

BbiBOAbI

B Poccuiickon ®epepaumm JaHHOE UcCienoBaHWe Bnep-
Bble NMPOAEMOHCTPUPOBAN0O PACNPOCTPAHEHHOCTb BAAWMHT-
peakuuit B NONynsummn fetei C pasnmnyHbiMU KIIMHUYECKMMU
dbopmamum koxxHoro macroumtosa (17,5% cnyyaes). Pesynbra-
Tbl MCCNELOBAHMA MOKA3aNM, YTO MCCNEf0BAHUE YPOBHSA Cbi-
BOPOTOYHOM TpUMTasbl HEO6XOAMMO MPOBOAMTL BCEM AETAM
C QNALUMHT-PeAKLMAMM HE3ABMCMUMO OT KIIMHUYECKOM (DOPMbI
MacTouMTO33a, B T. 4. ¥ C M30IMPOBAHHBIMU U MHOXXECTBEHHbI-
MW MacTOUMTOMaMMU KOXW. KNuHKMKO-nabopaTopHbIid 1 fep-
MaTOCKOMWUYECKWUIA MOHUTOPUHT HEOOXOAUM ANs pa3paboTku
WHAMBUOY3NbHON TepaneBTUYECKON TaKTUKKU U NpodUnakTm-
KM pa3BUTUS MeOMATOPHbIX peakUmii U aHadunakcum.
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