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Pesiome

MacTouuTo3 — reteporeHHas rpynna 3aboneBaHUMi, XapakTepu3yLMXCS HAKOMIEHNEM KNOHANbHbIX TYYHbIX KNETOK B TKAHSX.
MacToumTo3y NPUCYLLM CNOXKHbIM NaToreHes, HeOAHOPOAHAs KIMHMYECKas KApTUHA M HEOLHO3HAYHbIM NPOrHo3. CIoXkHble Mone-
KYyNSipHble MeXaHU3Mbl, MyNbTMOPraHHOe NopaxeHne U BapuabenbHoe KNMHUYeCKoe TeyeHne 3aboneBaHuns TpebyoT MeXaANCLM-
NAWHAPHbIX MOAXOAOB K AMArHOCTUKe U pa3paboTke CTpaTernu ero neyeHus. Y naumMeHToB ¢ CUMNTOMAaMMU, CBA3aHHbIMKU C Meau-
aTopaMu Ty4HbIX KNeTOK, 60MbLlIOe 3Ha4YeHWe MMeeT CTporoe n3beraHune NbObIX TPUITEPOB, MPUBOAALLMX K aKTUBALMKM U Aerpa-
HYNALUMKU TYYHbIX KNeTok. JleyeHne KOXXHOro MacToumMTo3a y AeTei He UMeeT CTaHAAPTHbIX PEKOMEHAALMIA U NOMKHO YYUTbIBATH
KNUHWMYECKY0 GopMy U T1N 3aboneBaHums, TIXKECTb MeAMATOPHbIX CUMMTOMOB, BO3PACT, CONYTCTBYHOLWME U KOMOPOUAHbIe 3abone-
BaHWS. DTUOTPOMHAs NekapCTBeHHAs Tepanms KOXHOro MacToLMTO3a Noka He pa3paboTaHa, No3TOMY B NeAMaTPUUYECKOMn NpakTuke
MCNOMb3YTCA CPeACTBa A1 CUMNTOMATUUYECKOro NeyeHuns 3abonesaHus. B ctaTbe cucteMaTn3npoBaHbl aHHbIE MEXAYHAPOAHOTO
OnbiTa BeAEHUS AeTel C KOXHbIMU U CUCTEMHBIMW MEAMATOPHbIMU CUMMTOMAaMMU Pa3IMUHOM TxecTu. [JaHa xapakTepucTmka
(MexaHu3M LeiCTBMS, MOKA3aHUs) rpynn aHTUMeAMATOPHbIX NpenapaToB, Hanbonee 4acTo NPUMEHSIOWMXCS B aMbynaTopHOM
nefuaTpuyeckon npaktuke. CoenaH akLeHT Ha HeobX0AMMOCTb NPOBEAEHUS KOPPEKLIMU YPOBHS BUTaMUHa D y aeTelt ¢ MacTouu-
To30M. [1poaHanM3npoBaHbl AaHHbIE, MOCBSLLEHHbIE MEPUONepaLMOHHOMY BEAEHUIO IeTeN C KOXHbIM MACTOLMTO30M. YXOL0Bas
W HapyXHas Tepanus IBNSeTCs akTyanbHOM AN KNMHUYeckux Gopm 3aboneBaHums, CONpoBOXAAKLLMXCS GOPMUPOBAHUEM BONAbI-
pei, ny3bipei 1 3ynom. HabnoaeHune aetei AOMKHO OCYLLECTBAATLCS CNeLnanncTtaMu-4epMaToBeHeposioraMmm U anneproaoramm-
MMMYHONIOraMu, UMELLMMM OMbIT paboTbl C LJAHHONM Natonornen. [1leTam ¢ KOXHbIM MacTOLMTO30M MOXET NoTpeboBaThCs NCUXO-
nornyeckas uam ncuxuatpuyeckas nomotlb. CeMbM NaUMeEHTOB AOMKHbI 6bITb MHHOPMUPOBAHbI 06 0COBEHHOCTAX KNMHUYECKOM
KapTWHbI, HeE0BXOAMMOCTU AIMHAMMYECKOro HabNoAeHUS, akTyaNbHOCTU NpoBeAeHUs NPOMUNAKTUYECKON U CUMMITOMATUYECKOW
Tepanuu 1 nporHose 3abonesaHus. CBOeBpeMEHHO HAa3HaYeHHas aHTUMeaMaTopHas Tepanus No3BONUT NpeaynpeanTb pa3BUTHe
TSOKENbIX MEAMATOPHbLIX CUMMTOMOB, MOBbICUTb KAYECTBO XXM3HU U YNYYLUUTb MPOrHO3 Y IeTeM C KOXKHbIM MaCTOLMTO30M.
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Abstract

Mastocytosis is a heterogeneous group of diseases with accumulation of clonal mast cells in tissues. Mastocytosis is character-
ized by complex pathogenesis, diverse clinical picture and ambiguous prognosis. Complex molecular mechanisms, multiorgan
damage and variable clinical course require interdisciplinary approaches to diagnostics and development of treatment strategy
for mastocytosis. In patients with symptoms associated with mast cell mediators, strict avoidance of any triggers leading to
activation and degranulation of mast cells is of great importance. Treatment of cutaneous mastocytosis in children does not
have standard recommendations and should consider the clinical form and type of cutaneous mastocytosis, severity of medi-
ator symptoms, age, concomitant and comorbid diseases. Etiotropic drug therapy for cutaneous mastocytosis has not yet been
developed, therefore, in pediatric practice, agents for symptomatic treatment of the disease are used. The article systematizes
the data of international experience in the management of children with cutaneous and systemic mediator symptoms of varying
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severity. The characteristics (mechanism of action, indications) of groups of antimediator drugs most often used in outpatient
pediatric practice are given. Emphasis is placed on the need to correct the level of vitamin D in children with mastocytosis. Data
on the perioperative management of children with cutaneous mastocytosis are analyzed. Skin care and external therapy are
relevant for clinical forms of the disease, accompanied by the formation of weals, bullae and itching. Observation of children
should be carried out by specialists-dermatovenerologists and allergists-immunologists, with experience in working with this
pathology. Children with cutaneous mastocytosis may require psychological or psychiatric help. Families of patients should be
informed about the clinical features, the need for dynamic observation, the relevance of preventive and symptomatic therapy,
and the prognosis of the disease. Timely prescribed anti-mediator therapy will prevent the development of severe mediator

symptoms, improve the quality of life,and improve the prognosis in children with cutaneous mastocytosis.
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BBEAEHUE

MacTounTos 06beanHIEeT CNEKTP KNOHANbHbIX MUENOo-
MOHbIX PAacCTPOMCTB, XapakTepU3YIOLWMXCA aHOMaNbHbIM
pPOCTOM M HakomnneHueM TyyHbiX kKneTok (TK) B pasnunuHbix
cucteMax opraHusma [1]. Ing 3aboneBaHns xapakTepHbl
CNOXHbI NaToreHes, reTeporeHHas KAMHUMYeckas KapTuHa
M HEOAHO3HAYHbIM NPOrHo3. MaumMeHTbl CTpafatT OT KOC-
MEeTUYECKN HenpuBAeKaTeNbHbIX BbICbIMAaHWI, CUMNTOMOB,
BbI3BaHHbIX MeanaTtopamm TK, u/mnm ot octeonatuu [2, 3].
HecMoTps Ha 3HauuTENbHYO reTeporeHHOCTb 3aboneBaHus
W pasnunyus B NPOrHo3e Mexay dopMamu 1 TMnaMmu, cylle-
CTBYET 3Ha4YuUTeNbHOE COBMAAEHME KAUHUYECKMX MpOsB-
nexumit npu KoxkHoM (KM) n cuctemrom (CM) macrouunTose.
CnepoBatenbHoO, apceHan NpenapaTos AnS Tepanuu AOMKeH
6bITb NPUMeEHUM K BonbliMHCTBY GopM 3aboneBaHus [3, 4].
Bbicbinanmsa Ha koxe Habntopatotcs npu KM u CM Heszasu-
CMMO OT BO3pacTa. Y 60NbWMHCTBA B3POCbIX NALUEHTOB
C TUMUYHBIMK KOXKHBIMU BbICBIMAHUAMU AnarHOCTUPYOT CM,
y neteit — KM. Bbicbinanms y feter MOryT McYe3HyTb 40 UK
BO BpeM$ MOM0BOro cospeBaHusa. OfLHAKO y 4acTu nNauueH-
ToB ¢ KM BbICbIN@HMS MOTYT COXPaHATLCS M BO B3POCIOM
Bo3pacte [5]. B knaccudmkaumnm BO3 (2022 r.) 6biam OKOH-
4yaTeNnbHO BblAENEeHbl B BapuaHTa TeYeHUs MATHUCTO-
nanynesHoro KM (MMKM): nepBbii BapMaHT XapakTepusyeT-
CS MOHOMOP®HbBIMU MeNKUMU BbiCbiNaHmsaMu (MOHOITKM),
BTOPOW onpeaenseTcs nonMMopdHbIMU (YacTo Bonee Kpyn-
HbiMK) nopaxeHuamu (noaunlMNKM) [3, 6]. MoHOMOPdHbI
Tun MMKM BcTpeyaeTtcs y noapoCTKOB M B3POC/bIX, YTO NO-
3BONSIET NPeAnonoXMnTb, YTO TONbKO 3TOT BapMaHT coxpa-
HSeTCs BO B3pOC/IOM BO3pacTe, TOraa Kak noiMMopdHble
BbICbiNaHMs 06bI4HO paspewatotcs [5]. MccnepoBaHuamum
NpOLEMOHCTPUPOBAHO, YTO CyllecTByeT cnabas koppens-
UM MeXay MOHOMOPGHbIMM NopaxeHnsaMu 1 mytaunen KIT
D816V [7]. BoigeneHo, yto mytaumsa KIT D816V onpenenset-
Csy AeTeit C NOAMMOPOHBIMKU NMOPAXKEHUSAMM, KOTOPbIE MO-
ryT pa3peLmnTbCcs KO B3POC/IOMY BO3PACTy B €AMHUYHBIX CITy-
yaax. C Apyrov CTOpPOHbI, eCTb NAUMEHTbI C MOHOMOP(OHbBIMYU
MHOUABTPATaMM KOXM, Y KOTOPbIX AaHHAsg MyTauusa He 06-
HapyxeHa [8-10]. CoBpeMeHHble CTpaTeruu, HanpasneH-
Hble Ha MonekynsapHble abeppaumun (MyTauma KIT D816V),
ABNAKOTCSA NMEepCneKkTUBHbIM HanpasneHuem B Tepanum CM.

B 1O xe Bpems reTeporeHHOCTb KAMHUYECKMX MPOSBAEHUN
M NporHo3a y nauuneHToB ¢ KIT D816V no3Bonset npeano-
NOXMUTb, 4TO HE BCE KIMHUYECKME NMPOSBAEHNS MACTOLMTO3a
MOryT 6bITb 0BbSCHEHbI 3TOM MyTaLMeN.

3a nocnenHue 15 net 66U LOCTUTHYTHI 3HAUYUTESNbHbIE
yCcnexu B AMArHoCTUKe, NPOrHO3MPOBAHMM U NleYeHun na-
LMeHTOB C HoBoODOpa3oBaHuamu u3 TK. JleueHune n BeaeHune
MaLMEHTOB C MAaCTOLMTO30M COCTOUT M3 CUMMTOMATUYECKOWM
Tepanuu, BKIYas aHTMMeLMaTOpHble npenapaTbl U LMTo-
penyKTUBHbIE CpPeACTBa ANS MaLMEHTOB C MPOrpeccupyio-
WMM TeyeHueM, a TakKe pacnosHaBaHMsa U NpodUNaKTUKK
KOMOpOUAHbIX 3aD0NeBaHNIA, TaKMX KaK OCTEONOPO3 M aHa-
dunakcma [1, 11].

Jleyenne CM y geTeit He UMeeT CTaHLAPTHbIX PEKOMEH-
[auni 1 LOMKHO YYUTbIBATb KIMHMYECKYO dopmy m Tin KM,
TSHKECTb MeAMATOPHbIX CMMMTOMOB, BO3PACT, COMYTCTBYHOLLME
n KoMopbuAaHble 3ab0neBaHUS. STUOTPOMHAA NeKapCTBEHHAS
Tepanusg MacToumTo3a Nnoka He paspaboTaHa, No3TOMy B ne-
[MATPUYECKOWM NPaKTUKE MCMONb3YTCS CPeCTBA ANS CUM-
MTOMaTUYECKOro neyveHns 3abonesanns [12].

AHTUMEOWATOPHAS TEPANUA

BekTop Tepanuu BCeX KAMHMYECKMX HOPM U TUMOB
MacToUMTO3a HampaBNeH Ha KOHTPO/Ib MeAMaTOPHbIX CUM-
nToMoB. CMMNTOMBI, BbI3BaHHblE MeAMATOPaMm, MOTYT ObiTb
NErknMM, yMepeHHbIMU, CYyLLeCTBEHHBIMU MAW Jaxe onac-
HbIMU 019 XM3HK [13]. Llenb nevyeHmns 3aknoyaeTcs B TOM,
4yT06bI M3bexaTb akTMBaumm TK nytem npodunakTmyecko-
ro MCNONb30BaHUA NeKapCcTB aHTUMeANaTOPHOro TMNa u,
HaCKO/IbKO 3TO BO3MOXHO, KYNUMPOBaTh CUMMTOMbI, CBA3aH-
Hble C NPOoAyKLUWeln MeanmaTopoB, Kak TONbKO OHM BO3HMK-
HyT. O6g3aTeNbHbIM WAroM B MOHMTOPUHIe BOMbLIMHCTBA
cuTyaumi aktmeaumnm TK g9BnseTcs MakCMManbHO TOYHOE
onpefeneHne yHUKanbHoOro ANng AaHHOro nauueHTa Habo-
pa TpurrepoB (TpeHue, BO3LENCTBUE Tenna, peskue nepe-
nafbl TEMNepaTypbl, Npope3biBaHKe 3y60B, MHDEKLMOHHbIE
3aboneBaHms C MMXOPALKOM, SMOLMOHANbHbIN CTpecc, du-
3MYecKas Harpyska, 1ekapCTBeHHble npenapaTtbl, NPOAYKTbI
M HanuTKK, aBngoLmecs ructammHonnbepatopamu, u ap.),
a flanee - Ha3Ha4yeHwe AEeCeHCUBUNN3UPYIOLWNX U aHTUMe-
LMATOPHbIX NpenapaTos.
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JlekapcTBeHHblE CpeaCTBa, UCMOMb3yeMble NS KOHTPONS
CMMMTOMOB, B OCHOBHOM AEMCTBYIOT Ha PELEenTopbl UK ne-
pefayy CMrHanoB peLenTopoB AN 3TUX MEAMATOPOB, pexe —
Ha CHWXeHWe npoaykuun meanatopos TK unam npenotepa-
LeHne X BbICBODOXAEHNS BO BHEK/IETOHYHOE NPOCTPAHCTBO
(ma6n. 1).

MpenapaTbl U3 rpynn, NepeyncneHHbix 8 maba. 1, Mox-
HO KOMOWHMPOBATb AN AOCTUXKEHUS KOHTPONS 33 aKTUB-
HocTbto TK. JlekapCTBeHHble CpeacTBa cneayeTt TeCTMpOBaThb
Ha NepeHOCUMMOCTb B HWM3KOW OLHOKPATHOM L03e mepef Te-
paneBTUYECKUM KYpCOBbIM MPUMEHEHUEM, ECNIU UX Nepe-
HOCMMOCTb HEBO3MOXHO YTOYHWTb M3 aHaMHe3a NaumeHTa.
Mpeanockbinkow Ans TepaneBTMUYECKOro ycrnexa sBAseTcs uc-
KNtoYeHue naeHTMbuumMpyembix Tpurrepos aktneaumm TK. Cy-
LLeCTBYET MHEHWE, YTO NAPaNNENbHO C HAYaNIOM IEKAPCTBEH-
HOM Tepanuu cnegyeT UCKMOYUTb U3 paumMoHa Ha 3-4 Hen.
rMOTEH, BENOK KOPOBLETO MONOKA M NeKapckue apoxeku [14].

NeyeHnune mMacToumTo3a GOKYCUpYeTCs Ha KOHTpOe Meau-
aTOPHbIX CUMMNTOMOB, BK/TK0HAs MCMOb30BaHWE aHTaroOHMCTOB
H1-un H2-peuenTopos, riokokoptnkocteponaos (IK), aHtaro-
HWCTOB NENKOTPUEHOB, KPOMONMHA HaTpua [12,15].

MNepopanbHble aHTUIMCTaMUHHbIe npenapatsl (AlT]) B Ha-
cTosiLLee BpeMs SBNSHOTCS OCHOBOW aHTMMEeAMATOPHOM Tepa-
n1Mu Npu AETCKOM MactoumTtose. K nepBoOW AMHMKM Tepanuu
KOXHbIX MeAMATOPHbIX cuMNTOMOB oTHocaTcs AlTl BToporo
nokoneHus, kotopble 6nokupytoT H1-penentopsl (LETUPK3KH,
nesnopataamH, bekcodeHaamnH, NneBoLETUPU3NH, NopaTaamH,
pynataauH, bunactun) [12]. AITI npuMeHsoTCa Ang yMeHbLue-
HUA 3yaa U QDﬂaLUMHF-peaKLLMVI, a TakKXe CUCTeEMHbIX CUMMNTO-
MOB, BO3HMKAKLLMX B pe3ynbTaTe BbICBOOOXAEHMS pa3nny-
HbIx MeanaTopos TK [3, 16]. Tak, nccnenoBaHus nokasanu,
4TO MpenapaT pynaTafiMH 0bnagaeT NpPoOTMBOBOCMANMUTENb-
HbIM 3PHEKTOM M CNOCOBHOCTbI0 MHIMBUMPOBATL AEWCTBUE
dakTopa aktmBauum TpomboumnTos (PAF) [17]. HecmoTps Ha
OTCYTCTBME Y AeTel KOHTPONMPYEMbIX UCCNEA0BAHUIA, pEKO-
MeHAyeTcs U cunTaeTcs 6e30MacHbIM YBENMUYMBATL CYTOYHYIO
[l03y NpenapaTa 10 4 pa3 Nno CPaBHEHWIO CO CTaHAAPTHOM A0-
301, NpuHATOM no Becy [18]. B cnyyae 4acto NOBTOPSIOLWMX-
€ CMMNTOMOB Gonee NpennoyYTUTENEH PErynspHbli npuem

NMONOBMHHOM A03bl 2 pa3a B AeHb. AlTl nepBoro nokoneHus
(xnopdeHnpaMuH, gudeHrnapaMumH, rMApPOKCU3NH, Knema-
CTUH) MCNONb3YIOTCS B NPAKTUKE pexe M3-3a X CefaTUBHO-
ro adpdekra. O4HaKo Npu MacToUMTO3e OHU NPOAEMOHCTPYU-
pOBanu NyyLWUin pesynsTaty AeTelt C CuabHbIM 3ynom [16].
Mpu otcyTcTBUM 3@ dekTa oT ATl MOXHO NMPUMEHSTL HKU3-
Kne [03bl cucTeMHbIX [K. KoXHbie BbICbINAHMS MOTYT Takxe
pearnpoBaTb Ha KetotudeH [19, 20] nan nHrmbutopsl pe-
LenTopos npocrarnanamHa-2 (PGD2) [14]. OaHako 3Tu npe-
napaTbl He MPOAEMOHCTPUPOBANUN YAOBNETBOPUTENBHOMO
3deKTa y NAUMEHTOB C THKENbIMU COCTOSAHUAMMU. [To 3TOM
nMpUYnHe psaoM 3apybexKHbix aBTOPOB peKOMEHAYeTCs Co-
yeTaHWe aHTaroHuctoB H1- n H2-peuentopos ansg obecne-
yeHns 3DdEKTUBHOrO KOHTPOAS HaA TSHXKENbIMU MeanaTop-
HbIMK cumnaToMamm [3, 15, 21]. Tlpy ncnonb3oBaHUK AAHHOWM
KOMOMHUPOBAHHOW Tepanuu NauMeHTy KpalHe BaXHO cne-
[l0BaTb peKOMeHaumsaM Bpaya 415 MOHUTOPUHIA pa3BUTUS
HeXenaTeNbHbIX peakuni 1 NoboYHbIX 3GDEKTOB U B3au-
MOAENCTBUA NeKkapCTBEHHbIX NpenapaTos [14]. Kpome Toro,
anbTeEPHATMBHbIE CXEMbI IeYEHUS, BKIKOYAOLWME KOPTUKO-
CTepouabl, aApeHanuH u ctabunmsaTopbel MembpaH TK, Tak-
e MOryT 6bITb MCMOAb30BaHbl Y NALMEHTOB C TSXKENbIMU
nposiBneHuaMu 3abonesaHus [3].

AIT1, 6nokupytowme H2-peuentop (baMOTUAMH, paHUTK-
[IMH), NCNONb3YTCA B 3apybexHON MpakTuKe ONs Tepanuu
XENYA0YHO-KMLEeYHbIX 3aboNneBaHunin, a Takke Ang Kynupo-
BaHMS XeNyA0YHO-KMLLIEYHBIX CUMATOMOB MPK MaCTOLMTO3E.
[lonONHUTENBHO B CXEMbI JIeHEHUS BKIOYAKOTCS MHIMOUTO-
pbl MPOTOHHOM MOMMbI W/MAX NEpPOPanbHbIA NPUEM KPOMOT-
nnumneBo kucnotel (maba. 2) [12, 15, 18]. Kpomornunumnesas
Kmucnota asnsetcsd 3OheKTUBHbIM CPEACTBOM AN YMEHb-
WeHNs AMapen, TOWHOTbl U HOAU B XMBOTE M paccMaTpu-
BaeTCs B 3apybexXHOM MpakTuke Kak npenapaT BTOPOM
AunHun [18, 22, 23]. K coxaneHuto, Bce nepevncieHHsle npe-
napaTbl He BAWSIOT Ha CTeMNeHb BbIPAXXEHHOCTU NUTMEHTaLMK
BbICbINaHMI Ha Koxe npu KM. MMeeTcs orpaHMyeHHbI OMbIT
npuMeHeHus GoTotepanum (yakononocHon YPO-B-tepanum)
[N YMEHbLUEHUS BbIPDAKEHHOCTU NMUTMEHTALMMN U MeanaTop-
HbIX CUMMTOMOB Yy AeTeit [24].

Ta6nuya 1.T1penapaTtbl, KOTOpPbIe NOTEHLMANBHO MOTYT ObITb MCMOMB30BAHbI NPU EYEHUN MEAMATOPHbLIX CUMMTOMOB Y LeTel

C KOXXHbIM MaCTOLUMTO30M

Table 1.Drugs that can potentially be used to treat mediator symptoms in children with cutaneous mastocytosis

[pynna npenapartos

MexaHusm paeicTeus

CHuxeHune
MHTEHCUBHOCTH
CMMATOMOB

CHuXeHue

npoAyKUMMU
MefuaTopoB

TopmosxeHue
pocta TK

H1-aHTUrMCTaMUHHbIe
npenaparbl

bnokuposka aktusaumu TK yepe3 H1-rucramuHoBble pelentopel - X X

H2-aHTUrUCTaMUHHbIE

bnokuposka aktueauum TK yepe3 H2-ructammHoBble peLienTopbl;

(DenaDaThI KOppeKLus CUMNTOMOB, ONOCPEROBAHHbIX H2-rucTaMuHOBbIMM X - X

penap peuentopamu GPR35; Moaynsums Xn0puAHoro Toka

KpomornuumeBas kucnora WHrubmupyet GTP-gS-nHAyLMpOBaHHbI 3k30LMT03 B TK X - X
Tabunusnpyet MeMOpaHbl CeHCMbMNM3NpoBaHHbIX TK; aHTaroHu

KeTomudben Crabunuaupyet MeMbpaHbl CeHCMBUNM3MPOBAHHBIX TK; aHTaroHuUCT _ X X
H1-rucramMuHoBbIX peLenTopos
MoBblIlWeHHas fer M9 TUCTAMUHA; CHIXEHM HUS

ACKOGMHOBaA KUCTOTa OBblLLEHHAA AerpafaLMa rMcTaMuHa; CHiKeHue 0bpasosa ; _ ,

TMCTaMKUHa 3a CYeT VIHFVI6I/IpOBaHl/I$I FVICTVI,U,VIHJJ,EKapﬁOKCW'Ia%I

lpumeyarue. TK - Ty4Hble KNETKN.
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Ta6nuuya 2. PekxomeHayeMble rpynnbl NpenapaToB Ans Tepa-
MUKU KOXKHBIX U CUCTEMHBIX CUMMTOMOB, 06YC/IOBNEHHbIX MeAWa-
TOPaMM TYYHbIX K/IETOK, Y A€TeM C KOXKHbIM MacTOLMUTO30M

Table 2.Recommended drug groups for the treatment
of cutaneous and systemic symptoms caused by mast cell
mediators in children with cutaneous mastocytosis

o Autaronuctbl H1- u H2-peuentopos
o AHTaroHMCTbI NIEKOTPUEHOB

» Tonuyeckue rloKOKOPTUKOCTEPOUADI
* YOO-B

» Omanuzymab

3ya, GrawmnHr-peakumu

* ApeHanuH
[MnoToHus/ * [podmnakTnyeckoe Ha3HA4YeHNe aHTarOHUCTOB
aHadunakcms H1-u H2-peuentopos

* Ketotnden

[onosHas 6o,
KOTHUTUBHbIE
HapyLLeHus, fenpeccus

o AuTaronuctbl H1- u H2-peuentopos
* Kpomornuuuesas kucota (Hatpus
KpOMOTAMKaT)

* AHTaroHmcTbl H2-peuentopos

* MIHrMbuTop NpoToHHOI NoMMbl

* Kpomornuuuesas kucota (Hatpust
KpOMOMnKar)

bonb B XwBOTE, CNa3Mmbl

* HrmbuTop NpOTOHHOI NOMMbI

o AHTaroOHMCTbI NEAKOTPUEHOB

o AHTUXONMHEpTUYEeCKMe CpencTBa
* [MOKOKOPTUKOCTEPOUADI

[lnapes

B nocnepHue rofbl B 3apybexxHoi npakTuke yaenseTcs
BHMMaHME BO3MOXHOMY BAUSIHWUIO HEBPOIOTrMYECKMX, MCUXO-
NOTMYECKMX, KOTHUTUBHBIX M NCUXMATPUYECKMX NpobneM Ha
MeaMaTop3aBUCUMble KIUHUYECKME MPOABAEHMS Y NaUMEH-
TOB C MacTouUMTO30M [3, 25]. 3TMM NauMeHTaM MOXeT noTpe-
60BaTbCA [OMNONHUTENbHAS IKCMEPTHAs KOHCYNbTaums U Te-
paneBTMYeCKas NoAAepKKa Ang KOHTPONS TaKMX CUMMNTOMOB,
Kak arpeccus, cnabocTb, HapyLLeHWe CHa, CHUKEHWE KOHLLEH-
Tpauuu BHUMaHMs, 06MopoKK, aenpeccus. Bbi3BaHbl 1 3TK
CUMMNTOMbI HEeNocpeacTBeHHO MeamaTopamu TK unu onpege-
NIEHHbIMM COMYTCTBYOWMMK 3abD0NEBaHUAMU, B HACTOsLLEE
BpEMS OCTAaeTCs HeM3BEeCTHbIM. LaHHOW rpynne nauueHToB
peKkoMeHAyeTCs AnuTenbHas Tepanus aHTaroHMcTamu H1-
1 H2-peuentopos, KPOMOTNLMEBOW KMCNOTOM [3].

FNMIOKOKOPTUKOUADI

E. Oppong et al. npogemMoHcTpnpoBann BamsHue MK Ha
aktuBaumio TK, BkAoYas CHUXeHMe npoaykuuu daktopa
ctBonoBbix knetok (SCF) n apyrmx uutokmnHos [26].TK B fose
He MeHee 20 Mr (B 3KBMBANEHTE NPefHWU30/I0HA) B CyTKM 0be-
CNeYnBatoT 3PMEKTUBHBIN KOHTPONb pedpaKTepHbIX K CTaH-
[apTHOW Tepanuu OCTPbIX (M XPOHUYECKMX) MEAMATOPHbIX
CMMNTOMOB. HO HexenaTtenbHble SBAeHUS U NOBOYHbIe 3d-
dekTbl (3aaepXKKa pocTa, UIMEHEHNS KOXM, MbllLeYHasa cna-
60CTb, OXMpEHUE U Ap.) AeNAOT HEBO3MOXHbLIM ANUTEeNbHOE
ncnonb3oBanune K B getckov npaktuke [24]. Mpu Tsaxenom
TeyeHun guddysHoro KM ¢ BbICOKMM PUCKOM aHa(@UNAKCUK
MOXeT ObITb PEKOMEHL0BAHO ANWUTENbHOE NMPUMEHEHUE CU-
cteMHbix [K [24]. KopoTkue UnKabl HU3KMMKU A03aMK Anbo

npeanusonoHa (0,3 Mr/kr B aeHb) [12], nubo nepopanbHOro
6ynecormaa (0,1 Mr/kr B AeHb) MOTyT ObITb 3DDEKTUBHBI NpH
60n15X B XXMBOTE, PE3UCTEHTHBIX K N@YEHWNIO KPOMOULIMEBOW
Kucnotom [23, 24].

AHTATOHWUCTbI NIENKOTPUEHOB

Y 6onbwunHcTBa Aetert ¢ nonulNMKM u macroumto-
MOV KOXMW MeAMaTOPHble CUMMNTOMbI Hanbonee BblpaKeHbl
B nepsble 6-18 Mec. nocie NosBAEHUS NePBbIX BbICbIMAHWNA.
B cnyyae nosBneHus ny3sbipeit MAM CUCTEMHBIX CUMMTOMOB,
PE3UCTEHTHbIX K MPOBOAMMOM CTaHOAPTHOM Tepanuu, peko-
MeH[L0BaHO Ha3HaYeHWe aHTarOHMCTOB IEMKOTPUEHOB (MOH-
Tenykact 10 mr, 3adupnykact 20 Mr 2 pasa B AeHb) [18].

Mo MHEHW 3KCNepToB, MCMOAb30BaHME MOHTeNyKacTa
pEeKOMEH0BAHO MPU HANMUYMKU YNOPHbIX FONOBHbLIX Bonew,
MbILLEYHO-CKeneTHbIx 6onel n dnawnHr-peakumn [3, 18, 27].
Haunbonbwasa 3¢ddekTMBHOCTb AOCTUraeTCs y aeTer ¢ KM
M KOMOPOUAHBIMU annepruyecknMm 3aboneBaHmaMu (acTma,
PWHUT, XpOHMYeCKas 06CTPYyKTUBHAg 60ne3Hb nerknx, XpoHu-
Yyeckas KpanuBHMLA, aTOMUYECKMUIA LepMATKUT), CONPOBOXAA0-
WmMKncs 303nHodunmnen [28, 29].

NPENAPATbl BUTAMUHA D

JiuTepatypHble AaHHble, yKa3biBatoWme Ha pa3BuUTMe ocTe-
oMaTMi U 0CTeonopo3a, MMEeKTCH NPEUMYLLECTBEHHO B OTHO-
weHmKn B3pocnbix ¢ CM. O6 aHanorMyHoi npobneme y aetei
CYLLEeCTBYHOT LLb eAMHMYHbIE Mybankaumm [30-32]. Bce naum-
eHTbl ¢ KM 1 HepocTatouHOCTbO (MK aedmumTtom) BUTamMmHa D
[LLO/KHbBI MONyYaTh ero AONoNHWUTENbHO. Korga ans koppekumm
feduumta TpebytoTcs BbICOKME A03bl BUTaMuHa D, cneayeT pac-
CMOTpPETb [IOMOJHUTENbHbIA Np1eM npenapatos suTamuHa K,
4TobbI M36EXKaTh NHOOOr0 pUCKa atepockneposa [32,33].

NEPUONEPALMOHHOE BEAEHUE OETEN C KOXHbIM
MACTOLUUTO30M

MpOCNEeKTUBHbIX KOHTPONIMPYEMbIX UCCNEA0BAHMIA NEPUO-
nepaLyMOHHbIX peakLMi rMnepyyBCTBUTENBHOCTM NPU MACTO-
LuMTO3e He npoBoaMnoCh [34]. B 3apybexHoi nutepatype
MMEITCS PEKOMEHAALMM 3KCNEePTOB MO BEAEHUHD B3POC/bIX
NauMeHTOB 1 AeTel C MaCTOLMTO30M B XMPYPru4eckon u aHe-
cTe3nonornyeckon npaktuke [35, 36]. lMepepn 3annaHMpoBaH-
HbIM XMPYPru4yecKnM BMELATENbCTBOM MALMEHT, annepro-
10T, aHeCTe3MON0r U XMPYPT AOMKHbI 06CYANTb BO3MOXHbIE
nepuonepaunoHHble pucku [19]. HecmoTps Ha pacnpocTpa-
HEeHHYI0 MPaKTUKY Ha3HAaYeHWs aHTUMEAMATOPHON Tepanuu,
OTCYTCTBYHOT [1OKA3aTeNbCTBa, NOATBEPXKAAOLME IPDEKTUB-
HoCTb npemenukaumnm ATl n TK, a Takxke HeT foKa3aTenbCTs
MoMb3bl KOHKPETHBIX CXeM npuema nekapcrts. OgHako oTcyT-
CTBYIOT M [loKa3aTenbcTea obpatHoro [19, 34].

CornacHo MTePaTypHbLIM AAHHbIM, TSKENbIX PeakLui npu
MCNONb30BAHUM MECTHbIX aHECTETUKOB Y AieTelt He Habnaa-
Nnocb [34, 36]. Ho cnepyeT NOMHUTB, 4TO Y 6ONbLIMHCTBA AeTel
M Y MHOTUX B3POC/bIX NALMEHTOB C MAaCTOLMTO30M UMEIOT-
CS1 BbICbINAHMS, CONPOBOXAAKOLLMECS NMONOXKUTENbHBIM DEHO-
MeHoM [lapbe. TpeHue 1 OaBNeHWE Ha KOXY MOTyT Bbi3BaTb
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BbicBOOOXAEHNE MeanaTopos TK. MNoaTomy cnenyeT n3beratb
HaNOXeHMWS NNACTbIpel UK KNes Ha BbiCbINaHMs, a Npu (MeL-
NEHHOM) yAaneHnn peKkoMeHAYeTCs MCMoNb30BaTh CPEACTBO
ONa yaaneHus knes. B cnyyae ykasaHuii Ha anm3oabl aHabu-
NAKCUMM B aHaMHe3e pekoMeH[0BaHO NpoBefeHue npeme-
OMKAUMKM C MCNONIb30BAHMEM AHTUTMCTAMUHHBIX Npenapa-
ToB 1 [K. Prck HenpeasuaeHHbIX peakumi, HanpmuMep, 13-3a
aHecTe3nmn, MOXHO CHM3UTb BK/IHOYEHMEM B MpemMeanKaLmio
QHTUTUCTAMMUHHBIX MpenapaToB 3a 1-2 4, npeaHM30/10Ha
32 12-24 4y 1-2 4 1o BMEWaAaTENbCTB, @ Takke cenaTmBs-
HbIX MpenapaTtoB nNo HeobxoammocTu [34-36]. Camoe Bax-
HOe [eiCTBME, KOTOPOE A0MKHbI NPeanpPUHSTL pOaUTEeNM ANs
npeaoTBpaleHns ntobbiX Cepbe3HbIX OCNOXKHEHMUI Y CBOUX
[leTeil BO BpeEMS MeAMLIMHCKOro BMeLaTensbCTea, — 3T0 Npo-
MHDOPMMPOBATb BCEX 334€MCTBOBAHHbIX Bpayew, BKIOYas
XMpypra v aHecTeanonora, 0 MactouuTose y pebeHka, npe-
Lblaywmx cobbitusax aktmaumm TK (eciv TakoBble MMeTCS)
M CBA3AHHbIX C HMMUM puckax. [Tocne onepauun BoicBobOXAE-
HWe megmnaTopoB TK MOXET NpoLOMKATLCS B TEYEHUE Cliefy-
fowmx 24 4, nosToMy cneayeTt BO30OHOBUTb NPUEM 0BbIYHbIX
QHTMMELMATOPHbIX CPEACTB M TWATENbHO KOHTPOAMPOBATb
COCTOSIHME MAUMEHTOB B 3TOT Nepuoa. YpOBHM CbIBOPOTOY-
HOM TpUNTa3bl (KOHCTUTYTUBHO 3KCNpeCccUpyeMble y NaumeH-
TOB C MACTOLMTO30M) SBASKOTCS OTpaXeHuem Harpyskm TK.
CnepyeT Takke oLeHUTb NPOdUAb KOArynauum, nockonbky TK
copepart renapuH. CefoBaTenbHo, y AeTel C MaCTOLMTO30M
nokKasartesniv NpoTPOMOUHOBOIO M YacTMYHOrO TpoMbonnacTm-
HOBOIO BpEMEHM MOTYT ObITb HEMHOIO YBENMUYeHbl. B nntepa-
Type OTCYTCTBYHOT COODLLEHMS O BHE3AMHbIX KPOBOTEUEHUNAX
BO BPEMS XMPYPrnyYeCckMxX BMELLATENbCTB Y NALMEHTOB C Ner-
KMMU OTKNIOHEHUSMM B Npodune koarynaumm [37].

HAPY>XHOE JIEYEHUE

Yxo[n 33 KOXel C MOMOLLbI0 CMATYAKLLMX CPeacTB (3MOo-
NeHTHI, Waaswme CpencTsa Ang OUYMULLEHUS) peKOMEeHAYeTCS
[eTaM C CyXOM KOXel AN npeaoTBpalleHus 3yaa M pacye-
CbiBaHMs. CMAryatoLme CpeacTBa yMeHbLAOT TpaHC3aNuaep-
ManbHYH NOTEPO BOLbI, YBNAXHAOT KOXY M BOCCTaHAaBAMBAIOT
3nmaepManbHblii 6apbep, YTO NPUBOAMT K YMEHbLUIEHWIO 3yAa
N CHUXKEHMIO YYBCTBUTENBHOCTU K (DU3MYECKMM pa3fpaxuTe-
nam [12]. KpeM ¢ HaTpus KpOMOIMIMKATOM B KOHLEHTPaLMKM OT
0,21 po 4% pekoMeHAyeTCs AN YMeHbWEHWUS UHTEHCUBHO-
c™ 3yAa [38]. HaHOCUTb KpeM C HaTpUs KPOMOTIMKATOM He-
00X04MMO TONIbKO Ha HEMOBPEXAEHHYIO KOXY.

Tonnyeckne cteponabl Npy GOPMUPOBAHMK BONAbIPEN
W Ny3blpeit cnefyeT MCNoNb30BaTb C OCTOPOXHOCTLIO Y leTei
M NMPUMEHSTb TONbKO B KPAaTKOCPOYHOW Tepanuu 1 Ha orpa-
HWYEHHBIX Y4aCTKaX KOXM M3-33 MHOMOYMUCIEHHbIX N0BOY-
HbIX 3 DeKTOB.

Y petert MnafeH4eckoro M paHHero AeTCKOro Bo3pacra
MOTYT OKa3blBaTh 3pdekT Tonmyeckune K cnaboi u cpeaHen
cunbl. HaneceHune knobeTasona nponuoHaTa (B TOM yucne
noA, OKK/K03Me) MOXeT BbITb pEKOMEHLO0BAHO NPW U30IMPO-
BaHHOW MaCTOLMTOME KOXW C PUCKOM PasBWUTUS peLManBM-
pyloLmx ny3sipei u 3yaa [39].

Tonmuyeckue MHMMOBUTOPbI KanbLMHEBPUHA (MMMEKPONUMYC,
TaKpONMMYC) NPOLEMOHCTPMPOBANMN CBOK 3DDEKTUBHOCTb
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y geten ¢ KM [12].). Mashiah et al. coobwwmnm 06 ycnewHom
onbiTe HapyxHou Tepanuu MNMNKM 1 MacToumToMbl € MCNOMb-
30BaHMeM 1% kpema NUMeKponnMMyca, HAHOCMMOro ABaXAbl
B [eHb Ha BbICbINaHMs Ha koxe [40].

3AKJTIOYEHUE

[Ong KM cBOWCTBEHHO pa3HO0bpasue KNMHUYEeCKUX Npo-
SBNEHWI; CNefoBaTeNbHO, paHHee pacno3HaBaHWe AAHHOTO
3aboneBaHns SBNSETCH OLHOM M3 CaMblX CTIOXKHbIX 3afiay Ans
Bpayeil. 3aboneBaHune nerko 3amnofo3puTb y NaLMEHTa C TU-
MUYHBIMMK BbICbINAHMAMK Ha Koxe. OgHaKo cnesyeT OTMeTUTb,
4TO OTCYTCTBME TWUMUYHbIX KOXHbIX BbICbINaHMI, 0COBEHHO
y AeTeli C N034HMM Aeb0TOM, He UCKITIOYAEeT AMarHo3a «Macro-
LmTO3». [103TOMY €ro cnefyeT NOA03PeBaTh B CTyHasNX THKENOM
MHOYLUMPOBAHHOM HAaCEKOMbIMU UM HEOOBSICHUMOW peunan-
BMpYIOLLEN aHAabUNAKCUK, @ TAKXKE Y MALMEHTOB C CUMMTOMA-
Mu ferpanynaumnm TK 6e3 conyTcTBytoLWen annepriu, Koraa 3tm
COCTOSHWS CBSI3aHbl C MOBbILIEHHbBIM YPOBHEM 6a3anbHOM Cbl-
BOPOTOYHOM TpunTasbl. OnpeaeneHue TpUNTasbl peKOMeHayeT-
C9 B KayecTBe 6oMapkepa Bbibopa LS CKPUHMHIA NaLMeH-
TOB C NOJO3PEHMEM HA MaCTOLMTO3, MOCKOJbKY OHa SBASETCS
[LOBOJNIbHO CneunduyHbIM MeamaTopoM TK 1 4OCTYNHbIM Ana-
rHOCTUYECKMM METOAOM.

BceM mauueHTaM M MX POACTBEHHUKAM CMeLManuCTbl-
[lepMaTOBEHEPO/IOrM A0MKHbI MPEfOCTaBUTb MCHEPMbIBAIOLLYIO
nHbOopMaLmMio 0 3ab01eBaHNMM M CBA3AHHBIX C HUM Npobnemax,
BKJ1t0Yas NPOrHO3, YTOObl MPOTUBOCTOSATb HELOCTOBEPHbIM CBE-
LEeHVAM U HeKBaNM@ULMPOBAHHOMY MHEHMIO, pacrpoCTpaHs-
€MbIM B TEMATUYECKMX MHTEPHET-COODLLECTBAX U COLMANBHbBIX
ceTsx. BaxHerwen Mepon B TepaneBTMYECKOM BeLeHUWN AeTel
C MacToumMTO30M aBAgeTcs nogpobHoe MHGOPMUPOBaHKMe na-
LIMEHTOB W UX poaMTENeN 0 KNMHUYECKOW KapT1HE, BO3MOXHO-
CTSIX KOPPEKLMMU KOXKHbBIX M APYTUX MEAMATOPHBIX CMMMTOMOB
1 BnaronpusTHOM NPOrHo3e, KOTOPbIV MOXHO NPEANON0oXKUTb
B 6onblwmMHCTBE Cyyaes. leTu ¢ paHHuM gebrotom KM pgoctu-
ratoT BbI3LOPOB/EHUS [10 UM BO BPEMS MOMOBOIO CO3PEBAHMS
B 70% cnyuyaes. MNpodunakTmyeckoe Ha3HayeHWe nepopanb-
HbIX HECeAaTUBHbIX AaHTUIMCTaMUHHbIX NPenapaToB paccMa-
TPMBAETCS B CUTyaLMsX C NepUONepaLMoHHbIM BELEHWNEM, PU
BaKUMHaALUWN U PUCKE Pa3BUTUA aHa(Dl/U'IaKCVII/I.

B HacTosllee BpeMs He CylleCTBYeT paAuKanbHOro ne-
YeHMs MaCTOLMTO3a, U UCKITIOYEHWE TpUTTEPHbIX GaKTOPOB
0Ka3blBaeT BaXHOEe BMSHWE Ha pa3paboTKy MHAMBMAYaNb-
HOM cTpaTternn Tepanuu. KpaiiHe BaXHO, 4ToObl BCE NaLMEHTDI
¢ KM npownu koMnnekcHoe annepronormyeckoe obcnenosa-
HWe y annepronora-MMMyHonora.

B cBS131 C BbILIEN3NOKEHHBIM LIeNecoobpasHbIM NpeacTaBs-
eTcs HabnaeHWe 1 neveHne fete 1 noapocTkos ¢ KMy cneup-
aNNUCTOB, KOTOPbIE MMEIOT OMbIT PaboTbl C NauMeHTamu, CTpaga-
tOLLMMK laHHOW naTtonorueid. MonHoueHHoe MHDOPMUPOBaHWE
ceMbkt 06 0CODEHHOCTAX TeYeHKs 3aboneBaHUs U CBOEBPEMEH-
HO Ha3HaYeHHas aHTMMeLMaTOpHas Tepanus NO3BONST Npeay-
NpenuTb Pa3BUTUE TKENbIX MEAMATOPHBIX CUMMTOMOB, MOBBICUTH
KAYeCcTBO XXU3HM 1 YNYYLLIMTb NPOrHO3 y AeTen ¢ KM.
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