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Pesiome

BeeneHue. MacTounTo3 — reTeporeHHas rpynna 3aboneBaHuit, xapakTepu3yoLLMXCS NaTONOrMUYECKMM HaKoMIeHUEM KNOHaNbHbIX
Tyu4HbIX kneTok (TK) B TKaHSX M opraHax, BKAoUash KOXY, KOCTHbIA MO3r, NeYeHb, ceneseHky 1 numdatmyeckue yanbl. KnnHuueckyio
KapTUHY NMPU KOXHOM WM MHLONEHTHOM CUCTEMHOM MacToLuTo3e GOPMUPYET LUMPOKUIA CNEKTP CMMMTOMOB, CBA3aHHbIX C aKTU-
Bauuel TK. EQHUYHbIE eBponeiickue UccnefoBaHus NPOAEMOHCTPMPOBANU LWMPOKYIO BapuabenbHOCTb YacTOTbl BbISBAEHUS
XeNnyAo4YHO-KMLLEYHbIX MefnaTopHbix cumntomoB (PKKMC) y neteit npu mactoumTo3e (ot 15 no 50%).

Llenb. MpoBectn aHanus yactotsl BcTpedaemoctr XKKMCy aeTeit ¢ pasHbiMU NOLATUNAMU U KIMHUYeCKMMK GOPMaMK MacToLmMTo3a.
Matepuansl u MeToapl. [1poBefeHO OAHOLIEHTPOBOE NPOCNEKTUBHOE HaboAaTeNbHOe cCnenoBaHue. B uccnenosaHue buinm Brtove-
Hbl flaHHble 289 AeTeit B Bo3pacTe oT 3 Ao 17 neT BKKUMTENBHO, HabmtonaBwmxcs B [BY3 «MOCKOBCKUIA LIEHTp fLlepMaToBEHEPOOr1K
1 KOCMETONOrMMy. TAEeCTb CUMMTOMOB OLLEHWBANM MO NeAUATPUYECKON LUKaNe THKeCTU MacToumTo3a. KnMHuyeckme nposBneHns peak-
LIMIA, CBA3aHHBIX C AerpaHynsumeit TK, Bbia1 conoctaBneHbl C AaHHbIMU KIMHUKO-NabopaTopHOro uccnenosaxums. Onpenensnmnce noka-
3aTenu KOHLEHTPaLMM TPUMTasbl M TMCTaMMHA B CbIBOPOTKE KPOBM Yy nauueHToB. C MOMOLLbIO YNBTPa3BYKOBOrO MCCNeA0BaHMs bbina
onpeneneHa 4actoTa OpraHoMerasum U Me3eHTepuanbHoro NIMMbaneHuTa y AeTei ¢ MeaAaTOpHbIMM CUMITOMaMK 1 6e3 CUMNTOMOB.
Pesynbratbl. Y 67 (23,2%) nauneHToB 6binu BoisiBneHbl XKKMC. Ha 601u1 B xu1BoTe yKa3biBanu 6onee nonoBuHbl nauneHTos (51,6%),
Ha Hanuuue auapen — 32,3%. CreneHb BblpaKeHHOCTHU B0NeBbIX CUMMNTOMOB KOPPENMPOBaNa C YypPOBHEM CbIBOPOTOYHOM TPUNTa3bl
(p =0,564, p < 0,01). YacTota renatomeranuu n me3sagenwuta y geteit ¢ XXKKMC coctaBuna 19,4 n 25,4% coorsetctBeHHo. [pu cpas-
HUTENbHOM aHanu3se B rpynnax aetei (¢ MeanatopHbiMu XKKMC 1 6e3) pasnnums B unmcne BbISBAEHHbIX Cly4aeB opraHoMeranuu
n Me3ageHuTa bbinun cTatnucTuydeckn aoctoBepHsl (p < 0,001). MoBbIWEHHBIR YPOBEHb TMCTaMUHA B KPOBW Bbis BbISIBAEH Y NMON0BUHDI
NaLMEHTOB C XanobaMmu Ha U3XKOTy U TOLLHOTY.

3akntoyeHue. MonyyeHHble HaMK pe3ynbTaTbl NOKa3au, YTO UCCef0BaHWE YPOBHS CbIBOPOTOYHOM TpuUMTassl, Y3W opraHoB BproLLHOWM
NoN0CTU U IMMAATUYECKMX Y3N10B HEOOXOAMMO NpoBoaANTb BceM aeTsaM ¢ XKKMC He3aBUCMMO OT KIMHUYECKOM GOpMbl MacToLmTO3a.

KntoueBble cnoBa: MacToumTos, e, TpUNTasa, '’MCTaMuH, XXenyao4Ho-K1le4yHble MeanaTopHblE CUMNTOMbI
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y fleTei ¢ MacToumTo3oM. MeduyuHckuli cosem. 2024;18(15):224-230. https://doi.org/10.21518/ms2024-415.
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Abstract

Introduction. Mastocytosis is a heterogeneous group of diseases characterized by the abnormal accumulation of clonal mast
cells (MCs) in various tissues and organs, including skin, bone marrow, liver, spleen and lymph nodes. The clinical picture
of cutaneous and indolent systemic mastocytosis is formed by a wide range of symptoms associated with activation of mast
cells. Single European studies have demonstrated wide variability in the frequency of gastrointestinal symptoms (Gl-symptoms))
in children with mastocytosis (from 15 to 50%).

Aim. To analyze the frequency of mediator-related Gl-symptoms in children with different subtypes and clinical forms of masto-
cytosis.

Materials and methods. A prospective observational study included data from 289 children aged 3 to 17 years who were under
observation at the Moscow Scientific and Practical Center of Dermatovenereology and Cosmetology. Symptoms were assessed
using the Pediatric grade scale of symptoms of mastocytosis. Clinical manifestations of reactions caused by mast cell degranu-
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lation were compared with data from clinical and laboratory studies. The concentrations of tryptase and histamine in the blood
serum of patients were determined. The incidence of organomegaly and mesenteric lymphadenitis in children with mediating
symptoms and without symptoms was determined using ultrasound.

Results. 67 (23.2%) patients had Gl symptoms. More than half of the patients (51.6%) indicated abdominal pain, 32.3% report-
ed diarrhea. The severity of pain symptoms correlated with the level of serum tryptase (p = 0.564, p < 0.01). The incidence
of hepatomegaly and mesadenitis in children with Gl- symptoms was 19.4% and 25.4%, respectively. In a comparative analysis
in groups of children with and without Gl symptoms, the differences in the number of identified cases of organomegaly and
mesadenitis were statistically significant (p < 0.001). An increase in histamine levels in the blood was detected in half of the
patients with complaints of heartburn and nausea.

Conclusion. Our results demonstrated that a study of the level of serum tryptase, ultrasound of the abdominal organs and lymph
nodes should be carried out in all children with mediator-related Gl- symptoms regardless of the clinical form of mastocytosis.

Keywords: mastocytosis, indolent systemic mastocytosis, children, tryptase, hystamin, gastrointestinal symptoms
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BBELOEHME

MacToumMTO3 — CI0KHOE reTeporeHHoe MybTUCUCTEMHOR
3aboneBaHue, xapakTepusyloLeecs NaToNorMYeckon akTu-
BaLMEN MAM HAKOMNEHUEM HEeOMIACTUHECKUX TYYHbIX Kie-
ToK (TK) B 0LHOM MK Heckonbkux opraHax [1, 2]. Mccneno-
BaHUAMM NOCNEAHMX NeT BblIo NPOAEMOHCTPUPOBAHO, YTO
naTonorMyeckas akTMBaums KnoHanbHbix TK xapakTtepHa
N9 BCeX KNMHUYeckmnx ¢opm (MoATMNOB) MacToumuTosa [3].
CornacHo AaHHbIM €BPOMEeNCKUX UCCnefoBaHWii, B Neam-
aTpUYEeCKoM NONynsLMU NPEUMYLLECTBEHHO PETrUCTPUPY-
€TCS KOXHbIM MacTOUMTO3, peXe — UHAONEHTHbLIN CUCTEM-
HbIt MacToumnTo3 (MCM) [4]. PocT 3a601€BaeMOCTU KOXHbIM
MacToLMTO30M B nocnenHue rogbl [5, 6], yBenuueHune umc-
Nna naumMeHToB C MOHOMOP®HBLIM («B3POCABIM») TUMOM
NATHUCTO-MANYNE3HOro KOXXHOro Mactouutosa (MoHolMKM)
N AMDOY3HBIM KOXHbBIM MacTounTosoM (OKM) [5, 7] ankTy-
10T HeobxoanMocTb Bonee TWATeNbHO aHaAM3MPOBATL OCO-
6eHHOCTU TeyeHMs 3aboneBaHNa Y AeTeN C LeNblo KOHTPO-
N$ 33 MeanaTopHbIMKM CUMATOMAMM, Pa3BMBAKOLWMMUCS NpPU
perpanynsaumm TK.

Hanbonblwaga koHueHTpaumsa TK onpepensetcs B TKa-
HAX OpPraHOB W CUCTEM, B3aMMOAEWNCTBYIOLLMX C BHELIHEN
Cpefon, TakMX Kak Koxa, CIM3ncTble 0060104KM AblXaTenb-
HbIX MyTeW M Xenyao4YHO-KuWweyvHoro TpakTta. TK pearunpy-
0T Ha pasfuyHble pasfpaxuTenu NOCPeLCTBOM BbICBOHO-
XOEHNS BMONOrMYecKn akTUBHbIX BELLECTB, KOTOPbIE MK
yXXe COAEepXaTcs B rpaHynax, Mu Xe CUHTE3UPYIOTCS B HUX
de novo [8-10].

KnnHnyeckyto KapTuHy npu KoxxHoMm n MCM dopmupy-
eT LUMPOKMIA CNEeKTP CMMNTOMOB, CBS3aHHbIX C aKTUBaLuew
TK [11]. Y peTeit npeobnanatoT KOXHbIE MPOSBAEHUS, OfHA-
KO MOTYT TakxXe HabnoaaTbCs XenyaoYHO-KULWEYHbIe, pe-
CMMPaTopHblE U HEBpONornyeckne cumntomsl [12]. Pecnnpa-
TOpHble CUMMTOMBI (3yA, puHopes, BpoHXocnasMm, CBUCTSLLEE
[blXaHue, CTPMAOP W Kalenb) Habntopatotca y 13% neten
€ mactoumTosomMm [12, 13]. HeBponormnyeckue CMMNTOMBI,
3aperncTpupoBaHHble y 6-18% 60nbHbIX AeTel, BKAtoYa-
l0T arpeccMBHOE NoBeAeHWe, TPEBOTY, AEMPECCUIO U MOTEPID
KOHLEeHTpaumn BHuMaHus [12-14]. CeppeyHo-cocyancTole
CUMNTOMbI (TaxXMKapAMs, TMNOTOHMS, WOK UKW KOMNAnc)

HabnofaloTCa y Aetel C OBWMPHBIMU NOPAKEHUAMMU KOXM
M MOBbIWEHHBIM YPOBHEM TPUMTA3bl B CbIBOPOTKE KPO-
Bu [12, 15]. CkeneTHO-MbllleYHble CMMATOMbI (601, OCTeo-
MeHus, OCTEONOPO3 M MATONOrMYeCKMe nepenomsl) obHapy-
xuBaroTcs y 6-13% neteit ¢ mactoumtosom [12, 13]. YacToTa
BbISIBIEHNS XXeNYA0YHO-KMLWEYHbIX MeANaTOPHbIX CUMMTO-
moB (KKMC) y peTtelt npn Mactoumtose BapbupyeT oT 15 no
50% [14, 16]. MHeHus o naToreHese pa3sutia XKC npu
KOXXHOM MaCTOLMTO3€e CYLEeCTBEHHO pasanyatotcsa. OnHu aB-
TOpbI NPUAEPXKMBAIOTCA TOUYKM 3peHMs, 4To pa3BuTmne XXKMC
NPOUCXOAMT BCNELCTBME BbICOKMX KOHLEHTpaLUui MeamaTto-
pos TK, MaccoBo cekpetupyembix gepManbHeiMun TK, a He no
npuymHe yBennueHms nHunstpaumm TK cam3nctomn kuwey-
Huka [16]. lpyrne aBTOpbI CKAOHAOTCA K MHEHMIO, YTO AMa-
pes U AMMdageHonaTMs MoryT 6biTb eLMHCTBEHHBIMU MpU-
3HaKaMu cuctemMHoro macroumtosa (CM) [17]. Heobxoaumo
YUYMTbIBATb M TOT HaKT, 4To TK KOXM 1 KMLWEYHMKA OTAMYAIOT-
C CBOEN CEKPETOPHOM aKTUBHOCTbIO B OTHOLIEHWMW CUHTE-
3a TpunTasbl. G.H. Caughey o6Hapyxun, 4TOo KOHLEHTpaLms
TpunTasbl B rpaHynax TK cansuctoin o6onoykm XKT Huxe,
yem B TK koxu [18]. B akcnepumeHTe ¢ KpbiCamu 66110 npo-
[leMOHCTPMPOBAHO, YTO YPOBEHb TPUMTA3bl B CbIBOPOTKE KPO-
B MOBbILIAETCS MEHEE PE3KO MPU KMLWEYHOW aHadunakcum.
Bonee ToOro, HekOoTOpoe KONMYECTBO TPUMTA3bl MOXET OKa-
3aTbC4 B MPOCBETE KULIEYHMKA, @ He B KpoBOTOKe [19]. AkTu-
BaLMs KnweyHblx 6a3odunos, a He TK, sBnseTcs elle ogHOM
NMOTEHLMANbHON NMPUYMHOMN NOBBILIEHNS YPOBHSA MMCTaMMU-
Ha 6e3 CoMyTCTBYIOLLErO MOBbILWEHMS YPOBHS TpmnTasbl [18].

[MCTaMMH 1 opyrue MeanaTopbl NPOBOLMPYIOT rMnepce-
KPeLMI0 XeNyaoUuHOW KUCNOTbl, YTO NPUBOAMT K MOBbILLEH-
HOWM KMCNIOTHOCTU M MOXET BblI3blBaTb A3BEHHYI 60Ne3Hb
Xenyaka v ABEHaALATUNEePCTHON KMUWKW. Y aeTeln ¢ mMacto-
LMTO30M MOXET Habnto4aThCs WMUPOKUIM CMEKTP CUCTEMHBIX
XKMC, Taknx kak 605b 1 cnasmbl B XXMBOTE, Anapes, pBo-
Ta, TOWHOTA UK racTtpo3asodareanscHbli pedntokc. Boiwe-
nepeync/ieHHble CUCTEMHbIE CUMNTOMbI B COBOKYMHOCTH
C KOXHbIMMU NMPOSABIEHUAMU MOTYT UMUTUPOBATb CUMIMTOMbI
Lpyrnx 3ab0neBaHni, 4TO YCIOXKHAET KIMHUYECKYHO AMArHO-
cTnky MactoumTosa [20]. JaHHble 0 NabopaTopHOMN AMArHo-
CTMKE MeOMaTOPHbIX CMMNTOMOB Y ileTei C MacTOLMTO30M
KpaviHe CKYAHbl.
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B ma6n. 1 cyMMmpoBaHbl CBeleHUS O COBPEMEHHbIX BO3-
MOXHOCTSIX U OrpaHUYeHusX nccnensoBaHns nabopaTopHbIxX
WMHAMKATOPOB MeAMATOPHbIX CUMMTOMOB, NOATBEPXKAAIOLLMX
aktneauumto TK npu mactouunTose [21, 22].

Kak BMaHO n3 mabn. 1, onpeneneHme ypoBHS CbIBOPOTOY-
HOM TpMNTa3bl NpU MacTOLMUTO3e ABNSETCS Haubonee LOCTYnM-
HbIM U MOHATHBIM METOLO0M, KOTOPbIA OTpaXaeT MeauaTop-
HYIO HarpysKy Ty4HbIX KneTok. MeanaHa 6a3anbHOro ypoBHS
TPUNTa3bl B CbIBOPOTKE Y 340POBbIX JIHOLEN COCTAaBNSET OKO-
no 5 mkr/n [23].

[MCTaMUH SBNSETCS XOPOLWO M3YYeHHbIM MeaMaTopoM.
B 1O Xe BpeMs no npuymMHe KOpPOTKOro nepuona nonyBbi-
BEAEHUS W LMPKALHbIX U3MEHEHUI U3MEpeHUe TMCTaMu-
Ha B Naa3Me peako UCMOb3YeTCs B KIMHUYECKOM NPAKTUKe
M NPenMyLLeCTBEHHO peKOMEeHAYeTCs u3MepeHne mMeTabo-
NUTOB rMCTaMMHa B 24-4acoBbix 0bpasuax moum [3, 21, 22].
MNccnenoBaHWaMM NMoKa3aHo, YTO y MaLUMEHTOB C CUCTEMHBIM
MacToOUMTO30M MOBbIWEHWE YPOBHEN MeTabonnToB rncra-
MWHA HanNpsMyk KoppenupyeT ¢ nHdunstpaumen TK B kocT-
HOM MO3re M 3HA4YEHMSIMU CbIBOPOTOYHOM TpunTasel [21, 22].
MccnenoBaHus ponu ructaMmHa B naToreHese MacTouMTO-
3a MPOAOKAOTCS, M eBPONENCKUE YYEHbIE HE PEKOMEHAY-
0T MOMHOCTbIO OTKA3blBATbCSA OT OMNpefeneHns rmcTaMuHa
B Nnnasme kposu [21, 24].

TakmMM 06pa3oM, KNMHMKO-NabopaTopHas OUEHKA CUM-
NTOMOB MacTOLMTO3a U OCOBEHHO KONMYECTBEHHAS OLEH-
Ka UX TSHKECTW SBNFIOTCS CIOXKHOW 3a4ayen Ans KNMHUMLKCTa,
a CTaHLAPTM3MPOBAHHbIE MHCTPYMEHTbI OLLEHKM CUMMTOMOB,
CneumanbHO npefHasHaYeHHble AN AMAarHOCTUKKM MacToLM-
TO3a, HAaXOAATCS MOKa Ha cTaamu pa3paboTku [25].

K coxaneHuto, B HacToslee BpeMs POCCUMIACKME UC-
CNefoBaHuMs, NOCBALWEHHbIE U3YYEHMIO YaCTOTbl Pa3BUTHS
XeNnyLOoYHO-KULLEYHbIX CUMATOMOB W peakLmi, 0bycnoBieH-
HbIx MeauaTopamu TK y neTeit ¢ MaCTOLMTO30M, OTCYTCTBYHOT.

LUenb - nposectn aHanus yactoTbl BcTpeyaemocti XXKMC
y AeTelt ¢ pa3HbIMKU MNOATUNAMMU U KIMHUYECKUMU OPMAMU
MacToumuTosa. M3yunTb ypoBHM TPUNTa3bl U TMCTaMMUHA B KPO-
Bu y geteit ¢ XKMC.

MATEPWAJIbl U METObI

lNpoBeneHo 0AHOLEHTPOBOE NPOCNeKTMBHOE Habnwaa-
TENbHOE UCCNENOBAHME.

Kpumepuu ekaoyeHus:

[eTu B Bo3pacTe OT 3 A0 17 neT BKNKUUTENBHO;

KIMHUYEeCKne popMbl KOXKHOMO MacToLMTO3a;

MHAONEHTHbIN MaCTOLMTO3.

Kpumepuu Hegk/ito4eHUsT: 0TKa3 poamTeneit oT UCCIea0BaHMA.

Knaccndukaumsa pasnmyHbiX TUNMOB KOXHOMO MacTOLMTO-
3a Hblna NpoBeaeHa B COOTBETCTBMM C aKTyaNbHOM Knaccu-
dukaumern BO3 [1, 2].

Ycnosus nposedeHus u npodomHKUMENbHOCMb UCC1e008aHUS

B nccnepoBaHme BkAtoYanm gaHHble 289 geten, HaxoamB-
WmMxca Ha aMbynaTopHOM fiedeHnn 1 HabnogeHun B NbY3
«MOCKOBCKMIA LIEHTP [lepMaTOBEHEPONIOTMM 1 KOCMETOOMMU»
B nepuog ¢ Mapta 2022 r.no sHBapb 2024 1.

OnucaHue MeOUUYUHCKO20 8MeWAMenscmea u Memooos u3-
MepeHus uenesuix nokasameneli

KnuHuuyeckoe obcnegoBaHue BKAOYaNo cb6op aHaMHe-
3a U du3nKanbHoe obcneaoBaHue. B COMHUTENbHBIX ClyyYa-
X NPOBOAMNOCH MMCTONOrMYecKoe uccnefoBaHne bruonrtata
KOXM M3 06nacTu BbiCbiNaHWi. JTabopaTopHble MeToAbl UCCe-
[LOBaHUS BbINONHANUCL B [BY3 «MOCKOBCKMIA LLeHTp aepMa-
TOBEHEPONOrMKU U KOCMETONOMMM». B3aTne BEHO3HOM KPOBU
NpOBOAMNOCH YTPOM, HE paHee YeM Yyepes 3 4 nocse npuema
MWLM UK YTPOM HaTowak. KoHLEeHTpaLmMs TpunTasbl B KPOBM
onpepenanacb MeTooM MMMYHOMIOOpPECUEHUMM HA Tpex-
MepHOM nopuctol TBepaov dase (texHonorns ImmunoCAP,
«Pharmacia Diagnostics AB», LLIBeuus). KoHLeHTpauus ructa-
MWHa B KPOBM OMpefensnacb METOAOM BblCOKOIDDEKTUBHOM
XMAKOCTHOM XpoMaTtorpadumm ¢ TaHLEMHOM MacC-CneKkTpoMme-
Tpuen (B2XXX-MC(). PedepeHcHble 3Ha4YeHMs rMCTaMUHA CO-
ctananu 0-9,3 HMonb/n.

OcHosHoli UCX00 uccnedo8aHus

Cpenyn nauMeHToB C MAaCTOLMTO30M ONpenensanu Ao
netert ¢ XKKMC: 60am 1 cna3Mmbl B XMBOTE, B3AYyTME XMBOTA
1 METEOpU3M, AMapes, 3aMnopbl, U3Kora, TOWHOTa, pBOTa.

Ta6nuua 1. buomMapkepbl MeAUATOPOB TYYHbIX KIETOK U X MeTabo/nTbl B AMArHOCTUKE MacToLmTo3a
Table 1.Biomarkers of mast cell mediators and their metabolites in the diagnosis of mastocytosis

Tpunrasa
(BeHO3Hast kpoBb) [22]

CneundmyHbIi nokasatenb akTuBaumuu 1 npoaudepauum TK
[lnarHoctuyeckoe ¥ NporHocTyeckoe 3HaveHue npu CM
[luarHocTika aHamunakcum 1 CUHAPOMA aKTUBALMM TyYHbIX KNETOK

[oBbileHHbIE YPOBHM TPUNTa3bl MOTYT HAabNIOAATLCS
Npu HACTeACTBEHHOM anbha-TpunTasemMuu,
TEPMUHANbHON CTaAUM NOYEYHOM HeJ0CTaTOYHOCTH,
HETYYHOKNETOYHBIX reMaTonornyeckux 3aboneBaHuax

[uctamuH
(BeHO3Has KPOBb)

[lnarHocTuKa rmctaMMHOBLIX KPU30B

OnpeneneHme He0bX0AMMOCTM Ha3HAYEHHS AHTUIUCTaMMHHBIX npenapatoB | OT CYTOUHbIX konebaui MeaunaTopa

He YCTaHOBNEHbI KOHKPETHbIE 3HAY€EHUA B 3aBUCUMOCTU

MeTa6onmTh! THCTaMHHa Koppenupytot ¢ nponndepaumei TK npu CM

YHas Moya) [21, 22 "
(cyo 04a) [21,22] TPpUNTa3bl B CbIBOPOTKE U 63 NopaXeHuii KoXu

IimarHoctnka CM y nauueHToB ¢ HeBONbLIMM NOBBILIEHWEM YPOBHS

Ha pesynbrartel BimseT aueTa, 6aktepuansHoe 3arpsisHenme
1 YCI0BMS XPaHeHNS
KOHKpeTHbIi NOpOroBbIi YpOBEHb He YCTaHOBNEH

MetabonuTel
npocrarmaxgumia D2 (PGD2)
(cyTouHas Moua) [21, 22]

Koppenupytot ¢ cumntomamu CM 1 cMHAPOMA aKTUBALWMM TY4HbIX KNIETOK
Ucnonb3ytoTcs Ang pelueHus BONPOCa 0 Hayase Tepanum acnupuHOM

He pekoMeHayeTcs B KauecTBe EMHCTBEHHOTO TeCTa
akTmauum TK
HeopHopopHOCTL NpeanaraeMoro NoporoBoro 3HaveHus

Jleikotpuen E4

Mcnonb3yeTcq ang NPUHATUA pelleHns o Havane
(cyTouHas moua) 21, 22] YETCA Ania np p

AHTUNEKOTPUEHOBO Tepanuu

Koppenupyet ¢ cumntomamu CM 1 cupoMa aktusaumu TK

(nabble KNMHMYECKME [OKa3aTeNbCTBA
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TspKecTb CUMNTOMOB OLLEHMBANK NO NeAUATPUYECKON LUKa-
Ne TAKeCTU MactounTosa (maban. 2) [14].

KnuHuyeckune nposiBneHuns peakumii, CBAI3aHHbIX C Aerpa-
Hynaumer TK, Bbinn conocTaBneHbl C AaHHBIMU KITIMHUKO-
nabopatopHoro mccnenoBaHms. Onpenensnncs nokasaTenm
KOHLeHTpaLMM TpUNTasbl U TMCTAaMUHA B CbIBOPOTKE KPOBM
Y MaLMEHTOB.

HononHumensHsili UcXxo0 uccie008aHus

OnpepeneHa 4acToTa OpraHOMeranauMu u MeseHTepuanb-
Horo nnumdanennTa y petent ¢ XKMC u 6e3 cumMnTomoB.

Smuyeckas 3kcnepmu3sa

[poBeneHne nccnenoBaHMs COrMacoBaHO € JIoKanbHbIM
KOMMWTETOM M0 3TUKe Npu bY3 «MOCKOBCKUI LLEHTPp AepMa-
ToBeHeponoruu n kocmetonormu» N2 58 ot 31 mapta 2022 r.

Cmamucmuyeckuli aHaAU3

Heobxoammbli pasmep BbIGOPKM Ha 3Tane naaHUpOBaHMS
MCCNeaoBaHMS He pacCyUTbIBaAM BBMUAY PELKOCTM MATONOMUM.
AHanu3 aaHHbIX Bbln BbINOAHEH C MCMOMb30BaHWEM MaKeTa CTa-
TMcTMYeckux nporpamMM Excel us naketa Microsoft Office 365.
OnucatenbHas CTaTUCTMKA BKIKOYaNa KOAMYECTBO M MPOLIEHT
NaLMeHTOB B COOTBETCTBYOLWMX rpynnax feter ¢ KM (¢ Hanu-
yunem u otcytcreunem XKKMCQ), a Takke pacnpeneneHune naumeH-
TOB MO AMaNa30HaM 3HAYEHWUI TPUMTa3bl U MMCTaMUHA B CbIBO-
pOTKe KpOBW. Pe3ynbTaThl UCCNefoBaHNS NpeaCcTaBNeHbI B BUAE
Me [P25%; P75%). AHann3 KoppensumoHHbIX CBS3el Bbin npo-
BeeH C ucnonb3oBaHnem koadduumenta Cnmpmera. OueHka
[LOCTOBEPHOCTV pe3ynbTaToB C Y4ETOM OTHOCUTENBHO HEHONb-
LIOrO YMcnia HabaeHW NPOBOAMAACK C PACYETOM rPaHULL f0-
BEPUTENbHOIO MHTEpPBaNa C BePOSTHOCTbIO 95,0% (3HaueHus
CYMTaNM CTaTUCTUHECKM 3Ha4YMMbIMK npu p < 0,05).

PE3Y/IbTATbHI

B uccnepoBaHue bbinn BKAOYEHbI AaHHble 289 peTei
(176 (60,9%) manbumkos n 113 (39,1%) nesoyek) C pa3HbIMU
NoATUNAMMU U KNIMHUYECKMMM GOPMaMM MaCTOLMTO3a B BO3-
pacte oT 3 no 17 net BknounTeNnsHO (maba. 3).

B npouecce Habnonenus y 67 (23,2%) u3 289 nauneHToB
66111 BbisiBneHbl XXKMC (mabn. 4).Y 27 (9,3%) heTev oTMeyan-
CS TONbKO OAMH CUMMTOM, coveTaHune cumntoMoB y 40 (13,8%)
neteit. Y Bcex 5 naumentos ¢ IKM n 2 ¢ ICM peructpupo-
Ba/MCb anobbl Ha Hannume XXKMC.Y 8 (8,7%) n3 92 peten
¢ mMactouuTomoi koxu (MK) Takke permnctpmpoanunch XXKMC.
CnepnyeT 0TMETUTb, YTO 3Ta rpynna bbina NnpeacrasneHa naum-
€HTaMU C KPYMHbIMK MO pa3MepaM mactouutomamu (bonee
2 CM) U MHOXECTBEHHbIMKM MacToUMTOMaMK Koxu (He bonee
3 3nemMeHTOB). Ha Hanuune MenmaTtopHbix cumnTomoB XKKMC
ykazanu 52 (27,3%) n3 190 peteit c MMKM.

Mpu AONONHUTENBHOM MHCTPYMEHTanbHOM 06CnenoBa-
HWUU [eTei (ynbTpa3ByKOBOE UCCIef0BaHMEe OpraHoB GproLu-
HOW MONMOCTM) OLEHMBANMCL YACTOTa OpPraHoOMeranuu (rena-
TOMeranus, CnieHoMeranus) U peakums MeseHTepuanbHbiX
nMMbaTUYECKMX Y3N10B (Me3eHTepUanbHbI TMMMA[EHUT, Me-
3a4eHuT) (mabn. 5). NMpu oueHke pa3mepa MMMGBOY30B yun-
TbIBaNMCb OCOBEHHOCTU HOPManbHbIX BO3PACTHbLIX 3HAYEHMI
y netew [26].

Mpy CpaBHUTENbHOM aHanW3e B rpynnax netei (C Me-
omatopHbiMu XKKMC 1 6e3) pasnnums B UMcie BbISIBNEHHbIX

CNly4yaeB OpraHoOMeranuu U Me3afeHuTa CTaTUCTUYECKU [0-
cToBepHbl (2= 16,27,n" = 3,p < 0,001).

Y Bcex peter ¢ XXKMC 6bin onpeaeneH ypoBeHb CbiBO-
POTOYHOM TPUNTa3bl (MapKep Harpy3ku TYYHbIX KNETOK) BHE
anu3op08 XXKMC. [MonyyeHHble faHHble OLEeHMBAIMUCL MCXOLS
M3 HopManbHbIX 3Havenun (ot O go 5,0 mkr/n), yctaHoBneH-
HbIX B pe3yfbTaTe UCCIef0BaHMI AMana3oHa YPOBHEN TpUM-
Tasbl y geter u B3pocbix [23].

Tabnuya 2. MepmaTpuyeckas WKana OLEHKM TIXKECTU MacTo-
uMTO3a
Table 2. Pediatric grade scale of symptoms of mastocytosis

0 Het cumntomoB

1 Jlerkve cMNTOMbI, eyeHme He Tpebyetcs

3 CpenHeit CTeneHM TAKECTU (YMEPEHHbIE) CUMATOMbI,
KOHTpO/IMpyeMble Mpenapatamu aHTUMEAMATOPHOTO TUMa

3 Taxenble CMMNTOMbI, HeLOCTATOYHO KOHTPOMpYEMble Tepanueit

4 Taxenble HexxenateNbHble SBAEHHUS, TpebytoLLMe HEOTNOXKHO
Tepanuu W roCIUTanu3aLmm

Tabnuya 3. CTpyKTypa NOATUMNOB U KIMHUYECKUX POpM
MacTouuTosa y aeter (abcontoTHble Lndpbl, %)

Table 3. Subtypes and clinical forms of mastocytosis
in children (abs, %)

hee
MoauMKM 128 444
MoHolMKM 62 21,5
MK 92 318
AKM 5 1,7
Z[6\] 2 0,6
Wtoro 289 100,0

lpumeyarue. NMonu-/MoHolMMKM - nonuMopdHbIA / MOHOMOPMHbIA TUMN NATHACTO-NANYNE3HOro
KOXHOro Macrouutosa; MK - mactountoma koxu; KM — auddy3Hblit KOXHbIA MacToLMTO3;
NCM - MHAONEHTHbINA CUCTEMHBI MAacTOLMTO3.

Ta6nuya 4. Crpyktypa MmeamatopHbix XKKMCy neteit (n = 67)
C MacTounTo30M (abcontoTHble LUMbpbI, %)

Table 4. Gastrointestinal symptoms in children (n = 67)
with mastocytosis (abs, %)

bonu v cnasmbl B xuBoTe 32 51,6
B3nyTue xuBoTa (MeTeopusm) 13 21,0
Nunapes 20 32,3
3anopsl 5 8,0
M3xora 6 9,6
TowHorTa, pBoTa 3 48
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YpoBeHb TpUNTasbl B KPOBM Y MONOBMHbI NaumeHTos ¢ XKKC
Haxoguncs B npegenax ot 3,7 no 13,1 mMkr/n npu MenuaHe
(Me) pasHoi#i 5,1 n amnautyge psaga 1,91-50,0 mkr/n.

AHanu3 4acToTbl BbISIBNEHKS Bonelt M CNa3MOoB B KMBOTE Kak
MPOSBAEHMUS XENYA0YHO-KMLIEYHbIX MEANATOPHbIX CUMITOMOB
OTpaxeH B mabs. 6. of, nerkummn cMMNToMamu (perncTpupoBa-
nmcb B 37,5% cnyyaes) nogpasyMeBannch peakme KpaTkoBpe-
MEHHble 3MU30A4bl CNAa3MOB 1 BoNei B XMBOTE, CBA3aHHbIE
C NpYeMOM B MULLY NPOAYKTOB-rMCTaMmnHonmnbepatopos. Ha
NerkMe CMMMNTOMbI NALMEHTbI HaYMHANW 0bpaLLaTb BHUMaHWe
TO/MbKO MOC/e LeneHanpasieHHoN becedpl C nevyawmm Bpa-
4oM. Ha yMepeHHble CMMMTOMbI MaLMEHTbI YKa3biBanu ca-
MocTosTenbHo. AnutensHoctb anm3onos XXKMC coctasngna
15-30 MuH. bonn 1 cnasmbl B XXMBOTE COYETANIUCH C AMAPEEN,
3anopamu 1 B3LyTWEM XMBOTA, HAPYLEHWEM anneTuTa, acTe-
Huen. CUMNTOMbI CpeAHEN CTEeNEHN TSHKECTU (YMEPEHHbIE) Ana-
rHoctupoBanumcb y 16 (50,0%) feTelt ¢ pa3HbIMU KIMHUYECKUMM
dhopMamMu KoxxHoro mactoumtosa u MCM. Taxenble CMMMNTOMBI
perncTpuMpoBanuCh NPEUMYLLECTBEHHO Y NALMEHTOB C BbICO-
KOW NIIOTHOCTBIO KOXHbIX BbICbINAHUM NPpWY NOAMMOPGOHOM Tune
MMKM v anddysHoM KoXHOM MacToumTo3e. [TpoaonxkuTenb-
HOCTb 3MM30[0B COCTaBNANA HECKOMbKO YacoB B 3aBUCUMOCTH
OT MHTEHCMBHOCTM ferpaHynsaummn TK.

Ta6nuua 5. YactoTa BbISIBNEHUS OpraHOMEranmMm u MeseHTe-
pyanbHoro NMMMbaaeHUTa y getei ¢ MeAUATOPHBIMU CUMMNTOMa-
Mu 1 6e3 Hux (abcontoTHble undpsl, %)

Table 5. Frequency of organomegaly and mesenteric
lymphadenitis in children with and without gastrointestinal
symptoms (abs, %)

[enatomeranus 13 19,4 3 1,4 < 0,001
CnneHomeranus 6 9,0 2 0,9 <0,05
[enatocnneHomeranus 4 5,9 - -

Me3aneHut 17 25,4 7 3,2 <0,05

Takum 06pa3oM, Mexay BbIPAXXEHHOCTbIO BONEBbIX CUM-
MTOMOB M YPOBHEM TpUMTa3bl CyLLECTBYET NpsMas Koppens-
LMOHHag cBs3b (koadduumeHT Cnnpmena p = 0,564, p < 0,01,
MONOXMTENbHAS CBA3D).

Y 7 (9,6%) naumeHTOB C anobamu Ha U3Xory, nepuoam-
4eCkM BO3HWMKAILLYH TOLWHOTY M pBOTY, KOTOpPble Hblan pac-
LeHeHbl Kak npossneHus XXKMC, bbin onpeneneH ypoBeHb
rMCTaMmHa B KpOBW. B mabs. 7 oTpaxeHbl AaHHbIe KIUHUKO-
NabopaTopHOro U MHCTPYMEHTaNbHOro 06CnefoBaHUIA faH-
HbIX MALMEHTOB.

[NoBbILWEHHbIM YPOBEHb MMCTaMUHA (HopMa A0 9,3 HMonb/n)
y 4 nauneHToB He OblN CBSA3aH C onpeaeneHHon GopMow Unu
™NoM KM, a Takxke 3Ha4YeHUsAMU CbIBOPOTOYHOW TpUMTa3bl
(mab6n. 7). Y3M-npu3HaKku renatoMeranmun uam cnieHome-
ranuu Obinn BbISBNEHbI Y 3 AeTel C NOBbIWEHHLIM YPOBHEM
rMCTaMMHA, YTO LEMOHCTPUPYET HEOOXOLMMOCTb KOHCYNb-
TMpoBaHua petei ¢ XXKMC, ocobeHHO ¢ cuMnTOMaMmu u3-
OMM W TOLIHOTbI, NeAMAaTPOM U racTpo3HTeponorom. Mony-
YeHHble HaMW pe3ynbTaTbl ABASIOTCS NpeaBapUTENbHbLIMU.
TpebyeTca panbHelwee HabnoaeHMe 3a NaLMeHTaMK C CUM-
NTOMaMM U3XKOMM U TOWHOTbI AN GOPMUPOBAHUS CTATUCTU-
Yecku AOCTOBEPHbIX Pe3ynbTaToB MCCNeAoBaHUS U 0Obek-
TUBHbIX BbIBOLOB.

Ta6nuya 6. 3aBUCUMOCTb BbIPAXXEHHOCTM CMMNTOMa bonel
B XXMBOTE OT YPOBHS CbIBOPOTOYHOW TPUNTa3bl y Aeter (n = 32)
Table 6. Dependence of the severity of abdominal pain on
the serum tryptase level in children (n = 32)

1-9 - Nerkue CUMNTOMbI, IeYeHne 375
’

He TpebyeTcs 419+03

2-9 - CpefiHet CTeneHm TAXeCTH
(ymepeHHble) CUMMTOMbI, 500
KOHTPOMpYeMble npenapatamu ’
aHTUMEAMaTOPHOTO TUNa

17997

3-9 - TOKeNble CUMNTOMBI,
HeA0CTAaTO4HO KOHTPOIUPYEMble 12,5
Tepanueit

20865

Ta6nuya 7.3Ha4yeHns rMcTaMmHa U CbIBOPOTOYHOWM TPUMTa3bl Y MALMEHTOB B 3aBUCUMOCTM OT HANIMUMS CUMITTOMOB M3XKOTU U TOLLIHOTI
Table 7.Histamine and serum tryptase levels in patients depending on the presence of symptoms of heartburn and nausea

1 | M30nmpoBaHHas MK 3ya

Hopma 9,3 15,6

2 | MHoxecTBeHHble MK bonu B xuBoTe

[enaToMeranus, Me3aeHuT, IpU3Haku 140 47)

rMnepcekpeLmnn Xenyaka ’

(OnawmHr-peakuum,

5| noAuMIKM aHTMOHEBPOTMYECKMIA OTeK Hopma 20 42
[enatomeranus, NHEBMATO3 KULLIEYHWKa, Y3N-
4 | noamlnNKM bonu B xuBOTe, AMapes DMZHGKM [1ehOPMALIMH XENHHOTO Ny3bips 15,2 2,93
5 | moHolMKM [onoBHble 60nu, 3y4, Y3W-npu3Haku aedopMaLmm XenyHoro ny3bips 14 3,55
[lyopeHuT, aHTpanbHblIii racTpuT, AYOAEHO-
6 | MoHo[MKM Kpanusruua, 3ya FaCTpabHbIi eMIONC 5,8 437
7 |[UCM AHadmnakcus Me3aneHuT, renatocnaeHoMeranus 12,8 14,1
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OBCYXOEHUE

B Hawem wuccnepoBaHMM CUMNTOMbI CO CTOPOHDI
KeNnya04HO-KMLWEeYHOro TpakTa (TOWHOTA, pBOTa, 60Nb B XMU-
BOTE M Ap.) Habnofanunce y 23,2% nauneHToB C MacToLMTO-
30M U, BO3MOXHO, BblIM CBA3aHbI C NOKANM3aLUMen U NaoTHO-
CTbt0 MHOUABTPALLMM TyUYHbIMK KNneTkamu. Hanbonee yactbiMu
CUMMNTOMaMM SBNSKOTCA B3AYTWE KMBOTA M AMaApes, 338 KOTO-
pbiMK cneaytoT 60K B XMBOTE M TOWHOTA [14, 22]. B uccne-
noBaHuu |. Alvarez-Twose et al. guapes peructpupoBanach
y 21% naumenToB c MMKM u UCM, cna3mbl 1 60am B KMBO-
Te -y 17% [14]. B HaweM wnccnenoBaHuM B rpynne Aete
¢ XXKC Ha 6onu B XmBOTe yKa3biBanu 6onee NofoBMHbI NaLUm-
eHToB (51,6%), Ha Hannune auapen — 32,3%. CteneHb Bbipa-
XEHHOCTV 6oMeBbIX CMMNTOMOB KOpPPeNMpoBana C YpoBHEM
CbIBOPOTOYHOM TpUMTasbl. [lonyyeHHble HaMU AaHHble 6/M3-
KM C pe3ynbTaTaMu UccnefoBaHus, npoeeneHHoro B 2012 r.
B Mcnanmu. K coxxaneHuto, 3T0 eAMHCTBEHHOE eBpomnenckoe
nccnenoBaHWe C y4acTMeM AeTel, rae 6bliv OLeHeHbl CTe-
NeHb TKECTU MEeAMATOPHbIX CUMMTOMOB, MIOTHOCTb KOXHbIX
BbICbINAHMI W ypOBeHb TpunTasbl [14]. Onpenenexune ypos-
HS TpMNTa3bl 9BNSeTCs 0693aTenbHbIM Npu HAbnaeHUM na-
umMeHTa ¢ mactoumTosom [1, 2]. CpeaHee 3HaveHue ypOBHS
Tpuntasbl y getert ¢ XKKMC B HaweM uccnenoBaHmm cocra-
BMno 5,1 MKr/n, B UCMAHCKOM MccnenoBaHum — 6 Mkr/n [14].
MN3yyeHne ypoBHS rTMCTaMMHA B KPOBM Y HEBONbLLIONM rpynnbl
nauneHToB (n = 7) € )anobamMu Ha M3XOry u TOLHOTY Npo-
[EMOHCTPUPOBANO HEOXMAAHHbIE pe3ynbTaTbl. Y 4 naunex-
TOB Mbl BbISIBU/IM MOBbIWEHHbIA YPOBEHb MeamMaTopa (HopMa
[0 9,3 HMonb/N), M3 HUX y 3 — Y3N-npusHaku opraHomera-
nun. ClenoBaTenbHo, BeAeHMe 3TUX NaLMEHTOB AOMKHO Npo-
BOAMTbCS COBMECTHO C MeauaTpaMu M racTposHTEpOAOramMm
1 ObITb HANPaBNEHO Ha NPOMUNAKTUKY S3BEHHOW Bone3HM
Xenyaka v ABeHaALATUNEPCTHOM KULIKM.

Pe3ynbraThl 4aHHOMO MCCNEAOBAHUS MOLTBEPXKAANOT HEOD-
XOAMMOCTb YNbTPA3BYKOBOIO MCC/ef0BaHMS OpraHOB BpPIOLLHON
nonocT1 1 AMMaTUYECcKMX y310B Y NALMEHTOB C CUMMNTOMAaMM
nerpanynaumm TK. Yactota renatoMeranmu 1 Me3ageHuTa y ae-
Ten ¢ XKKMC coctasuna 19,4 u 25,4% cootBeTcTBEHHO (Ma6n. 5).
[Npu CpaBHUTENBHOM aHanu3e B rpynnax aeTen (C meamatop-
HbiMK XKKMC 1 6e3) paznmuuns B ymcne BbISBAEHHbIX CTy4aeB

opraHoMeranmmn u MesafeHuTa BbIn CTaTUCTUYECKU A0CTOBED-
Hbl (p < 0,001). CnepoBatenbHo, HabnoaeHWe LeTei C NoBbI-
LUEHHbIM YPOBHEM TPUMTa3bl, OpraHOMErannein U Me3aaeHNUToM
[LOMHKHO NPOBOAMTLCS COBMECTHO C remMaTtosioroM.

TaknM 06pa3oM, aHanm3 AaHHbIX KNMHWKO-1abopaTopHOro
MCcCneaoBaHnsa NpoaeMOHCTPMPOBAY, YTO [eTU C MacToUMTO-
30M TpebyioT TLWATENbHOMO MEXAUCLMUNANMHAPHOIO NOAX0LA
M AMCraHcepHoro HabnoaeHus.

OzpaHuydeHus uccnedosaHus

MacToumMTo3 aBNsSeTcs pefkum 3aboneBaHMEM Kak BO
B3pOC/I0M, Tak M AeTckoW nonynsuumn. opmMmupoBaHue BblIbop-
KM Ong NpoBefeHns nccnenoBaHuns TpebyeT 6oblwero Konm-
yectBa BpeMeHU. CyLLLecTByeT BEPOSTHOCTb HEHAAEXKHOrO Npe-
[LOCTaBNEHUS MaTeEPSIMMU MHAOPMALMM O MPOAOTIKUTENBHOCTU
M XapaKTepe MeaMaTOPHbIX CUMATOMOB, YTO MOXET MOBAMSTb
Ha OLEHKY aHAMHECTUYECKMX OaHHbIX.

3AKNKOYEHUE

B Poccuiickot ®enepaumm oaHHOE UCCefoBaHMe Brep-
Bble MPOAEMOHCTPUPOBANO pacnpocTpaHeHHoCTb XKKMC
B MONyNauMM AeTent C pasnnyHbiIMU KAMHUYECKMMU dopMa-
MM M NOATMNAMKM MacToumTo3a (23,2% cnyyaes). [onyyex-
Hble HaMW pe3ynbTaTbl MOKa3aau, YTO UCCIeA0BAHNE YPOBHS
CbIBOPOTOYHOW TpMNTasbl 1 Y3M opraHoB OpiolHOM nonoctu
n IMMbaTUYECKMX Y310B HEOOXOAMMO MPOBOAUTL BCEM LETAM
C Xenyao4yHO-KMULWEYHbIMU MeAUATOPHBIMK CUMNTOMaMU He-
3aBUCUMO OT KIMHKMYECKOM HOPMbI MACTOLMTO33, B TOM YMC-
Ne 1 C U30IMPOBAHHBIMU U MHOXECTBEHHbIMW MACTOLIMTOMA-
MK KOXM. KNWMHMKO-1abopaTopHbIi MOHUTOPUHT HEOBX0AMM
NS pa3paboTku MHOMBWMAYANbHOW TepaneBTUYECKOW TaKTUKM
M NPOMUNAKTUKM Pa3BUTUS MEAMATOPHBIX PeaKLMM 1 OCNOXKHE-
HW, CBA3aHHbIX C aKTMBALMEN Ty4HbIX KNeTok. Mbl npeanaraem
BbILENNTb TEPMUH «KENYA0YHO-KMULLIEYHbIE MELNATOPHbIE CUM-
MTOMbI» B PaMKax MacToLMTO3a AN UCMONb30BaHUS He ToMb-
KO B Hay4HbIX LENsX, HO 1 B PYTUHHOM NeanaTpu4ecko npak-
TWKe Npu npoBeaeHun AnddepeHLManbHO-AMarHOCTUHECKOro
noucka 3abonesanunin XKTy neten.
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