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Pesiome

BeepeHue. MactoumnTo3 pa3suBaeTtcs B 106OM BO3pacTe B pe3ynbrate MHOUABTPALMM TYUYHBIMU KNETKaMU KOXM U APYrUX OPraHoB.
AKTYanbHOCTb AaHHOM paboTbl onpenenseTcs OTCYTCTBMEM B OTEUYECTBEHHOM W 3apybexHON nuTepaType CUCTEMATU3UPOBAHHbIX
[IaHHbIX 0 NATOMOPHONOrNYeCcKMX 0COBEHHOCTAX KITMHUYECKMX GOPM M TUMOB KOXXHOIO MaCTOLMTO3a, onpeaeneHHbIX KOHCeHCYCHOM
€BpOMnencKo-aMepuKaHCKOM rpynnoi no MactoumTosy u knaccudukaumert BO3 B 2016 r. BapnabenbHOCTb KIMHUYECKUX NposiBie-
HUI Ha KOXe Y [ieTel U B3pOUIbIX, CIOKHOCTU B MHTeprnpeTaLmmn nabopaTopHbIX MCCNeA0BaHUA co3aatoT npobnemy BepudmkaLmm
[MarHo3a 1 AanbHenwero seaeHns 60bHbIX.

Uenb. Onpenenuts OCHOBHbIE NATOMUCTONOrMYecKMe 0COBEHHOCTH KIMHMUYECKMX GOPM U TUMOB KOXXHOIO MacToLMTO3a.

Matepuan u Metoabl. B ctatbe Mcnonb3oBanuch AaHHble 06CNef0BaHMS MALMEHTOB, HAXOAMBLUMXCS HA NeYeHun 1 HabnLeHun
B [BY3 «MoCKOBCKMI LLEHTP AepMaToBeHeponornm u kocmetonornm» B 2019-2022 rr.

Pesynbratbl. CUCTEMATU3MPOBAHbI TMTEPATYPHbIE M COOCTBEHHbIE AaHHbIE, KAacaOLWMeCcs XapakTepHbIX NaToMopdonornyeckux nat-
TEPHOB, KOTOPble UMEIT 3HaUYeHWe 415 AUArHOCTUKM MACTOLMTO3a C MOPaKeHMEM KOXM Y AeTei 1 B3po/bix. [1laToMopdonornyeckuii
cybcTpaT BbiCbiNaHWii Npu AndEdY3HOM KOXHOM MaCTOLMTO3€ M MacTOLMTOME NpeacTaBasn coboi MacCMBHbIA MHOUALTPAT U3 Tyu-
HbIX KNETOK B COCOYKOBOM M CETYATOM CNOSIX AepMbl. [MCTONnornyeckas kaptmHa npy MOHOMOPMHOM TuMe MSTHUCTO-MNanyne3Horo
KoxxHoro Mactoumto3sa (MNMNKM) y neteit otTnnyanacb OTHOCUTENBHO MeHbLUEH MAOTHOCTbIO MHPWUABTPALMM TYYHBIMU KNETKaMK nanui-
NAPHOM filepMbl MO CPABHEHMIO C APYTMMM KITMHUYECKMMK hOopMaMmM MacToumTo3a. Takke y feTelt MIOTHOCTb TyYHbIX KNeTOK B Mopa-
YKEHHOM KOoXe Oblna 3HaUMTENbHO Bbille MO CPaBHEHWUKO €O B3pocibiMU. Kpome Toro, y B3pocnbix ¢ MMKM nanunngpHas nepma
B HabnofneHusax Hbina MeHee UHAUNBTPUPOBAHA TYYHbIMU KNETKaMM, YTO MOATBEPXKAAET MHEHME O TOM, YTO MOHOMOP®HbIA TUM
MMNKM y peten peHotunmyeckn cxopeH c MNMKM y B3pocnbix.

BbiBogbl. [lanbHelee npocnekTMBHOE HabaaeHMe 3a NaLMeHTaMu MOXET MO3BOAWUTb CAENaTb BbIBOAbI O MPOrHOCTUYECKOM 3Ha-
YeHUK NATOMOPHONOrMYECKOro UCCNeA0BaHNS NPU MACTOLMTO3E Y B3POC/bIX U AETEN.
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Abstract

Introduction. Mastocytosis as a result of mast cell infiltration of the skin and other organs develops at any age. The relevance
of this work is determined by the lack of systematic data on the pathomorphological features of the clinical forms and types
of cutaneous mastocytosis, defined by the Consensus European-American Mastocytosis Group and the WHO classification in 2016.
The variability of dermatological clinical manifestations in children and adults, the difficulties in interpreting laboratory tests
create a problem for verifying the diagnosis and further treatment.

The aim. To determine the main pathohistological features of clinical forms and types of cutaneous mastocytosis.

Material and methods. The article includes data from patients who were treated and monitored at the Moscow Scientific and
Practical Center of Dermatovenereology and Cosmetology in 2019-2022.

Results. The literature and own data on the characteristic pathomorphological patterns that are important for the diagnosis
of mastocytosis with skin lesions in children and adults are systematized. The pathological substrate of lesions in diffuse cuta-
neous mastocytosis and mastocytoma was a massive infiltrate of mast cells in the papillary and reticular layers of the dermis.
The histological picture in the monomorphic type of maculopapular cutaneous mastocytosis (MPCM) in children was character-
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ized by a relatively lower density of mast cell infiltration of the papillary dermis compared to other clinical forms of mastocytosis.
Also, in children, the density of mast cells in the affected skin was significantly higher compared to adults. In addition, in adults
with PPCM, the papillary dermis was less infiltrated with mast cells. This confirms the opinion that the monomorphic type
of MPCM in children is phenotypically similar to MPCM in adults.

Conclusions. Further prospective follow-up of patients may allow conclusions to be drawn about the prognostic value of patho-

logical examination in mastocytosis in adults and children.
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BBEAEHUE

MacTtoumnTo3 pasBMBaeTCs B NIOOOM BO3pacTe B pesyib-
TaTe MHOUNLTPALMM TydHbIMK KneTkamm (TK) Koxu n apyrux
opraHoB [1]. C MOMeHTa OTKpbITUS M MEpBOr0 OMUCaHUS
TYYHbIX KJETOK HEMEeLKUM  y4YeHbIM-MUKPOBMONOrom
P. Ehrlich B8 1878 r. u BnnoTb 0O HepaBHero BpeMeHn TK
paccMaTpuBanach TONbKO Kak 3ddeKTopHas Knetka ocTpbix
annepruyeckmx peakuumn [2]. C koHua XX B. uHTepec K bonee
feTtanbHoMy u3yydenumto TK nmepeBen ux B CTaTyC BaXHbIX
MMMYHOPEryNaTOPHbIX KETOK, YYacTBYHOLWMX BO MHOIMX
dU3NONOTUYECKMX M UMMYHOMATONOTMYECKMX PeAKLMUAX.
MccnepoBaHusiMu Bbino nokasaHo, Yyto TK gBngwTcs Hop-
MaNbHbIMKU pE3MAEHTAMU CAU3UCTBIX 0BonoYek U Koxu [3].
B nepme 3p00poBoro yenoseka konmyectso TK MoxeT Bapbu-
poBaTb B 3aBUCMMOCTM OT aHaTOMMYECKOrO PaCroNoXeHMs.
Hanpumep, B KOXe 4entoCTHO-NMLEBOIM 061aCTU 0BHaPYXK-
BaeTcs 6onblue TYYHbIX K/IETOK, YeM B KOXEe TYNOBWLLA,
a MOBEPXHOCTHbIE CNOM [epMbl COAEPXaT Bonblue TyYHbIX
kneTtok, yem bonee rnybokue [4]. Konnyecteo TK moxeT
M3MEHATbCA MPU MATONOTMYECKMX WMMMYHHbIX peakuusx,
MHOEKLUMOHHbIX 1 Apyrux 3abonesanusx. latonornyeckas
ponb TK pgokasaHa B pa3BUTUM anfiepruyeckux peakumi
HeMe[JIEHHOro T1na 1 aHadUNakcum, apTpuTa, aTepocknepo-
3a ¥ kaHueporeHesa. C gpyrow cTopoHbl, dyHKums TK onpe-
[leneHa Kak NpoTekTMBHas bnarogaps ux y4actuio B npoLec-
Ce BOCCTAHOB/IEHMS MOBPEXAEHHbIX TKaHel W B 3awuTe
X039MHa OT BakTepuit, NnapasnTos, 8408 [5]. MHOrorpaHHble
BO3MOXHOCTM U dyHKUmMM TK peanusytoTcs 3a CHeT CMHTe3a
1 BbICBODOXAEHMS M3 TPaHy/l MHOXeCTBa MeanaTopos: 61o-
reHHbIX aMMHOB (TMCTaMMH), NpoTeas M GepMeHToB (TpunTa-
33, XMMOTpMNTa3a, KapbokcmMnenTuaasa, KUcble rmaponassl),
LUMTOKMHOB M XxeMOKMHOB (PHO-a (pakTop HEKpo3a omnyxo-
M), KatencuH G, NeKOTPUEHbI, MHTEpNenKuHbI) [6]. KneTku-
npenwectseHHkn TK 3KCNpeccupyoT peuenTtop TUPO3WH-
kuHasbl KIT, myTaums kotoporo (c-kit, CD117) npusogut
K aHOMaNbHOM CUIHANbHOM aKTMBHOCTM M Mmponudepaumm
knetok. CD117 B opraHu3Me 4yenoBeka npeacraBnset cobon
NPOTOOHKOreH. Ero n3mMeHeHHble BapuaHTbl aCCOLMMPOBaAHbI
C HEKOTOPbIMM TUMAMM OMYXOJIEeR M MACTOLMTO30M [7]. Taknum
0b6pa3oMm, MacToumTo3 npencrtaBnseT cobor reteporeHHyio
rpynny Hapywenwuit ¢ yyactmem TK mn mnx CD34+/CD117+-
npeaLecTBEHHMKOB. DTO rpynna pefkux KNOoHanbHbIX 3ab0-
NeBaHWU KOCTHOMO3rOBOr0 NPOUCXOXKAEHMS, XapaKTepU3yHo-
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LUMXCH aHOMANbHbIM POCTOM W/WUAW HAKOMJEHWEM KOHaMb-
HbIX TK npenMyLLecTBEHHO B KOXe M KOCTHOM Mo3re [8].

MacTouMTO3 MOXET pa3BuUTbCS Y toaer ntoboro Bo3pac-
Ta, HO KMHMYECKMi GeHoTMN MacToLMTo3a B AETCTBE OT/IU-
YaeTcs OT TaKOBOro BO B3pOC/AOM Bo3pacTe. Y AeTen mMacrto-
LMTO3 B OCHOBHOM OFpaHWYeH KOXemn (KOXHbIA MacTouu-
T03 - KM), Toraa Kak y nogasnstowiero 60blUMHCTBA B3pOC-
AblX NALMEHTOB AMArHOCTUPYIOT CUCTEMHBIA MaCTOLMU-
103 (CM) [9]. Ons CM xapakTepHO rMCTONATONOrUYECKoe
BbISIBIEHWE NOBbILEHHOrO KonnyecTsa TK no kparHen mepe
B OQHOM OpraHe 3a npeaenamu KOXu, U NpakTM4ecku Bcer-
[a ong GOpMMpOBaHMS OKOH4YaTenbHoro amarHosa CM
HeobXxoanMo mccnegoBaHme KoctHoro mosra [10]. Hanmuune
CMCTEMHOCTM npouecca y 6onblumHCTBA B3pocabix ¢ CM
conpoBoXzaaetcsa nopaxeHnem koxu. B 2016 1. yyeHbiMu
Esponeiickolt cetn komneTeHuuin no Mactouutosy (ECNM)
6bina paspaboTtaHa knaccubukaumg MacTouMTo3a, KoTopas
B AanbHenwem b6bina onobpeHa BO3 [4]. CornacHo knaccu-
durKaumm, y B3pOC/biX MOPAKEHUE KOXM 0ObIYHO NMpencTaB-
nset cobod MOHOMOPGHbLIA TUM MNATHUCTO-NANyNe3Horo
KM (MMNKM), paHee W3BECTHbIN KaK MATHWUCTbIA BapuaHT
MacTouMTo3a (MAM MUIMEHTHAas KpanuBHWMUA), TOraa Kak
y [leTelt MOXET Pa3BMBATHCS HECKONBbKO KIMHUYECKUX HOPM:
OOMHOYHbIE U MHOXECTBEHHbIE MACTOLMTOMBI, AMDDY3HbIN
KOXHbIM MactoumTo3 (OKM), nonumopdHbIi 1 MOHOMOPDh-
HbIA TUMbl NATHUCTO-MAMyNEe3HOr0 KOXHOrO0 MacToLMTO-
3a [4]. JanHag knaccudumkaums yaobHa ana deHotmnmnposa-
HWUS NOPAKEHWUIM KOXM, T. K. MO3BONSET CTPAaTUPULMPOBATb
MacTOLMTO3 Yy ieTei Ha pa3nyHble KaTeropum B 3aBUCUMO-
CTU OT OC/IOXKHEHMM W MPOrHO3a. YCTAHOBNEHWE AMATHO33
MoHoMopdHoro Tvna MIMKM c onpeneneHHoli fonen sepo-
ATHOCTM MOXET ObITb CBA3aHO C pa3sutnemM CM y geteit nnu
NepcuCTUpYIOLLErO TeYeHUs B NOLPOCTKOBOM M B3pOC/IOM
Bo3pactax [11, 12]. B 1o xe BpeMs uccnenoBaHus nocnen-
HUX NeT AEMOHCTPMPYIOT BbICOKYIO BapnabenbHOCTb KNUHM-
yeckux npossnenuit KM. B yactHocTu, amddepeHuUmMpoBaTh
MOHOMOP®HbIV TUN OT NOIMMOPGHOIO TONBKO MO KAWHUYE-
CKOW KapTWHe B pafe Cy4aeB CI0XKHO, YTO, B CBOKO 0Yepeab,
MOXEeT MPUBOAMTbL K OLIMOKAM Npu OLEHKEe AONrOCPOYHOTO
nporHosa [11, 12]. CnegoBatensHo, pesynstat natoMopdo-
NOTMYecKoro nccnesoBaHns buonTtata Heobxoaum ang ycra-
HOBJ/IEHWS NMPABWIBHOrO AMarHo3a W, Takum obpasom, obe-
cneyeHms 6Gonee TOYHOM MPOrHOCTMYECKOM MHbOpMaUUK
0 TeyeHun 3aboneBaHus.
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[MarHoctnka MactoumTo3a KOXM y LeTeil opuLManbHO
TpebyeT OUEeHKM TUMUYHBIX MOPAXKEHUIA KOXM, CBA3AHHBIX
C NoONoXuTeNbHbIM heHoMeHoM [lapbe — YHHbI, 1 Npu Heob-
XOMMOCTW — pe3ynbTaTa OJHOro U3 ABYX BTOPOCTEMEHHbIX
KpWUTEpUEB: TUCTONOrMYECKUX MPU3HAKOB YBEIUYEHHOTO
KONMYeCcTBa Ty4YHbIX KNeTOK B BuonTatax w/Mam Hanuuus
akTusupytowwen KiT-mytaumm [4, 10].

[laHHblE O NATOrMCTONOMMYECKUX OCOBEHHOCTAX pasnny-
Hbix noaTunos KM B AOCTYynHOM nuTepaTtype CKyAHbl M pas-
pO3HEHHbI. [lepBble co0bUlEHMS 06 M3MEPEHMM KONIMYECTBa
TK B KOXe pasnnyHbIX y4acTKOB Tena 6blan onybankoBaHsbl
B 1950 r. B 90-x rr. npownoro cronetus b0 YCTaHOBNEHO,
yTo KonmyectBO TK B HOpMe MOXeT BapbMpoBaTb OT 44
no 50 TK/mMm? [13]. KonunuectBo TK > 75-100/mMM? cuntaetcs
naToNorMyeckMM HesaBMCMMO OT Mecta Ouoncum [14].
P. Drabent et al. npoaeMoHcTpupoBanu Ha 6onblion rpynne
naumeHToB ¢ MactoumTtozoM (103 yenoBeka, BKIOYAs AeTeN
M B3pOUIbIX), 4TO NpoueHTHoe copepxanue TK > 40% saBng-
eTcs cneunduyHbIM ans Mactoumtosa [15]. ABTopamu 6bin
npeanoxeH nokasaresnb pacnpenenenus TK B koxe (TK/MMm?),
KOTOPbIM NO3BONMA NPOBOANTL ANdDdEPEHUMANBHBIN ANATHO3
MacToLMTO3a C BOCNANMTENbHbIMU 3a601eBaHUAMM, B NaTore-
He3e KOTOpbIX OnpefeneHa posb TyYHbIX KNETOK (aTtonude-
CKMI [lepMaTtuT, NCopuas, NPypuro, NpoCTOM JIMXEH, KPACHbI
NA0CKMI NnLai, Menasma). CpefHuUid NokasaTtenb KONM4YecTsa
TK 6bln [OCTOBEPHO Bbille Mpu MacTouutose (202 TK/MMm?),
4YeM npu BOCManUTeNbHbIX 3aboneBaHusax (38,2 TK/mMm?)
1 B 06pa3LLax KOHTPONbHOM rpynnbl 6e3 Npu3Hakos Bocnane-
Hus (25,1 TK/mMM?) [15]. B cpefHeM KONMYecTBO TyYHbIX Kie-
TOK yBenuMumBaetcs B 4-8 pa3 B MOPAXKEHHOW AepMe nauu-
eHToB ¢ KM no CcpaBHEHUWI0 C TakOBbIM B KOXE 3[0pOBbIX
nopeit (okono 40 TK/MM%) U npuMepHO B 2-3 pasa no cpas-
HEHMIO C TaKOBbIMM B KOXE MALMEHTOB C BOCMANMUTENbHBIMU
KOXHbIMK 3aboneBaHusmu [15].

Ha cerofHAWHWIA AeHb HET OKOHYaTeNbHOro eAMHOro
MHEHMS O KONIMYECTBE TYYHbIX KNEeTOK B MOPaXKEHHOM Koxe
y NauMeHToB C MacToUMTO30M, Ha OCHOBaHWMU KOTOPOro
MOXHO KnaccubuumpoBaTb 3aboneBaHne no Tunam. Ectb
[OaHHbIe, 4TO Yy NAaLMEHTOB C MacTouuTo3om yncno TK B gepme
MOXeT 3HaYUTENbHO BapbMpOBaTb, @ B HEKOTOPbIX CyYasx
[laxe He OTMYaTbCS OT TaKOBOrO B 340POBOM KoXe [16].

MNpennonaraeTcs, YTo y AeTei NONUMOPOHbLIA BapuaHT
MMNKM peMoHcTpupyeT 6onbllee KOAMYECTBO TYYHbIX KNETOK
Mo CpaBHEHMIO C MOHOMOP®HbIM BapuaHToM. OgHaKo Konu-
4ECTBO TYYHbIX K/IETOK, KakK MpaBWO, CYLLECTBEHHO Bbille
y naumeHtos ¢ KM u mactountomamm [3].

Mopdonornyeckne M3MeHeHUs AepMbl B OCHOBHOM
3aK/0YATCA B YBEIMYEHUM KONMMYECTBA MENaHOLMTOB
M OTNOXKEHMM 3HAYMTENIBHOTO KOIMYECTBa NUIMEHTa MenaHu-
Ha Ha pa3HblX YpOBHAX cnos. Haubonee xapaktepHoW Ans
MacTouMTO3a ABASETCS MHOUNLTPALMS LePMbl MACTOLMUTAMM,
pacrnonaralowmMmcs  CrpynnuMpoBaHHO WMAM  PaCCeAHHO
B MePUBACKYNSPHbIX 30HaX M BOKPYr NpUAATKOB KOXu. [Mpu
BE3MKYN0-OyNne3HbIX NPOSBAEHUAX 0OHAPYXXMBAKOTCS Ny3bl-
pu [17, 18].

BonbluMHCTBO 3apybexHbIX U poccUickux aBTopoB [17, 18]
CKNOHAIOTCA K [BYM CLEHApWAM Pa3BUTUS TMCTONOMMYECKMX
M3MEHEHWI NpU MacToLMTO3e:

1. YMepeHHO BbIPAXEHHbIA PACCESHHbIA KIETOUHbIA WH-
OWNBTPaT, NOKANM3YIOWMINCA B BEPXHEN TpPeTU LepMbl,
NpeacTaBAEHHbIA B OCHOBHOM TYYHbIMWU KNETKaAMMU
BepeTeHO06pasHoW (OpMbl C YAJMHEHHBIMU A4pPAMMU,
MAOTHbIM XPOMATMHOM M HEMHOI0 303UHOMUIbHOM
MHOWABTPUPOBAHHOW LUMTONNA3MOM, HEMHOTOYUCNEHHbI-
MW rpaHyfaMu, C YeTKON MeTaxpoMasmei.

2. Onddy3HbIn MHOUABLTPAT, 3aHMMAIOWMIA MNOYTM BCHO
[lepMy, MHOTAa AOXOASLLMIA [0 TMNOAEPMBbI, OKDYXKA LM
Ca/lbHO-BONOCAHbIE QONMKY/bI M MOTOBbIE XXEnesbl,
COCTOSILLMMI NPENMYLLECTBEHHO M3 TYYHbIX KNETOK 0Basb-
HOM 1 KybouaanbHOM GOpPMbI C OKPYI/bIM S4POM, PE3KO
Bblpa)XEHHOW 303MHOGMAMEN UMTONNa3Mbl M B0NbLIMM
KOMIMYECTBOM rpaHy/, NpUHMMatoLWmMX 6onee roMoreHHbIn
BMA MPU OKPaCKe aHUNMHOBbBIMU KPACUTENSAMMU.

B 3apyb6exHolt nuTepaType npeanpuHUManicb eaMHUYHbIe
MOMbITKM CUCTEMATU3UPOBATL MOPQONOrMYECKME U3MEHEHMUS
B 3aBMCMMOCTU OT KNMHKMYecknx dopm 3abonesarus [19]. Mpu
MMKM Habntogancs paccesiHHbM NepuBacKynspHbIA UHDWb-
TPpaT B BEPXHEN TPETU AepMbl; MPpK MacTouuToMe — Anddy3HbIR,
OMyX0NeBUAHbIA MHOUNLTPAT U3 TYYHbIX KNETOK, MPOHM3bIBALO-
LM BCIO AEPMY U AOXOAAWMIA [0 rmnoaepmsl [7, 19].

Lenb uccnepoBaHns — onpenenntb OCHOBHblE MATOMM-
CToNornyeckne 0COBEHHOCTU KNUHMYECKMX GOPM U TUMOB
KOXXHOM0 MacToLMTO3a.

MATEPUAJIbl U METOAbI

[lna aHanM3a MCNoNb30BaNUCh AaHHble 06CnefoBaHMS
NauMeHTOB, HAaXOOMBWMXCS Ha JNevyeHuM U HabnwooeHuu
B ['BY3 «M0OCKOBCKMIA LLEeHTp LepMATOBEHEPONOTUK U KOCMe-
Tonorumn» 8 2019-2022 rr.

MNaroMmopdonoruyeckme MUsMeHeHUs Npu MOHOMOPGHHOM
Tune MNMMNKM

Mpu MmoHoMopdHOM Tune MIMNKM anuaepmuc 06blYHO He
M3MeHeH, HO WHOrga Habniofaetcs HebONbLIOW aKaHTO3,
MecTaMu MEXKNEeTOUHbIA oTek. B 6a3anbHOM M OTAENbHbIX
CNYYasx B HMXKHWMX OTAENax LWMNoBaTOro C10s onpeaensercs
yBENMYEHUE COAEPXKAHMUS NUrMeHTa. [lepMo-anuaepmanbHas
rpaHuua veTkas. [lepMa HeCKONbKO OTEYHA, YCUIEeH COCyau-
CTbIi PUCYHOK, SHAOTENUI COCYAOB Habyxwwuii, NpOCBETHI
pacWwmpeHbl, MHOTAA 3aMNOHEHbI SPUTPOLUTAMM, BCTPEYAIOT-
CS OTAe/bHble 3KCTpaBa3aThl.

Y peten KNeTouHbIM MHPUALTPAT MOXET ObiTb AOBOLHO
ryCTbIM M OXBaTbIBaTb COCYAbI B BMAE My(T. [lepuBackynsipHble
MHPOWUALTPATbl COCTOST NPEUMYLLECTBEHHO M3 TYYHbIX KNETOK
C npumecbto AnmdoumTos, buMbpPObNACTOB, MMCTUOLMTOB.
Ty4Hble KNeTKn oBaNnbHOW 1 KybounaanbHoi dopm. Mpu okpa-
CKe TONYMAMHOBBIM CUHUM ONpPeaenseTcs spKas MeTaxpoma-
318 LMTOMNNA3Mbl. BONBLIMHCTBO TYUYHbIX KNETOK BCTPEYaAoTCS
B BMAE LerpaHynIMpoBaHHbIX GOPM CO CBOBOAHO nexallnmm
B TKaHAX rpaHynamu. KoHTypbl AerpaHyNMpoBaHHbIX KNEeTOK
pa3MbiTbl. BOKpyr BONOCAHbIX GOMAMKYNOB, CaNbHbIX U MOTO-
BbIX Xene3 HabnoaakTCs CKONNeHMs TyUYHbIX KNeTok (puc. 1).

Y B3pOCibIX NALMEHTOB KIMHUYECKME NPOABAEHUS KOXKHOMO
NATHUCTO-NaNyNe3HOro MacToLMTO3a XapaKTepU3YHTCS MATHW-
CTbIMM  MOHOMOP®HBIMKU  BbICbINAHMAMK. B AaHHBIX Cyyasx
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PucyHrok 1. MoHomop®Hbin Tvn MIMKM, naument [., 17 net
Figure 1. Monomorphic type of MPCM, patient D., 17 years old
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magnification x 200

A - parmeHT KXy 6e3 NOLKOXKHOI XKMPOBOIA KNETUATKM, BbICTIAHHBII SNMAEPMUCOM 0BbIYHOI TONLMHDI. B iepMe NOBEPXHOCTHbIE U MYBOKUE NEPUBACKYNSPHbIE MHGUALTPATSI.
OKpacka reMatoKCUMH-303uH, yBenuuenme x 40; B - uHMNLTPaTb 06pa3oBaHbl TKAHEBLIMU TyYHbIMM KNIETKAMM, B LUTOMA3ME KOTOPbIX MPUCYTCTBYIOT 6a30tuibHble rpaHymbl.
B coctase uHdMAbTPaTOB OnpenensieTca HebOMbWAS MPUMeECh 303MHOMMABHBIX rpaHynoumuToB. OKpacka reMatoKCMAMH-303uH, yBenudenne x 400; C - npu OKpawwMBaHUM
TONYMAMHOBLIM MHOUALTPAT 06Pa30BaH NPEUMYLLECTBEHHO TKAHEBLIMM TyYHbIMM KNleTKaMM. OKpacka TONYUAMHOBLIM CUHMM, yBenuuekme x 200

A - a fragment of skin without subcutaneous adipose tissue, lined with an epidermis of normal thickness. There are superficial and deep perivascular infiltrates in the dermis.
Hematoxylin-eosin stain, magnification x 40; B - infiltrates are formed by tissue mast cells with basophilic granules in the cytoplasm. In the infiltrates, a small admixture
of eosinophilic granulocytes is determined. Hematoxylin-eosin stain, magnification x 400; C - the infiltrate is formed mainly by tissue mast cells. Stained with toluidine blue,

Pucyrok 2. MoHoMmopdHbIv Tun MIMKM, naumenTka T., 57 net
Figure 2. Monomorphic type of MPCM, patient T., 57 years old

(®)

Okpacka TonyMANHOBbIM CUHUM, yBennyeHue x 200

A - hparMeHT KOXM C y4acTKOM MOAKOXKHOI XXMPOBOI KNETYATKM, BbICTNAHHDINA IMMAEPMUCOM 00bIYHOI TOMLLMHDI C TMNepNUrMeHTaLMei KepaTMHOLMTOB HazanbHoro cnos. Okpacka
TeMaTOKCUAMH-303WH, yBennderme x 40; B - B lepMe NOBEPXHOCTHbIE NEPUBACKYNSIPHbIE MHOUNLTPATBI. OKpacka reMaToKCUnMH-303uH, yeenudenue x 200; B - npu okpawumsanum
TONYMAMHOBBIM CUHUM B COCTaBe MHAMILTPATa BbISBASETCS MPUMECh TKAHEBbIX TYYHbIX KNETOK BbITAHYTON (hOpMbI. YacTb TYYHbIX KNIETOK PacmpoCTPaHSETCA UHTEPCTULMANLHO.

A -a skin fragment with a subcutaneous adipose tissue area, lined with an epidermis of normal thickness with hyperpigmentation of keratinocytes of the basal layer. Hematoxylin-
eosin stain, magnification x 40; B - superficial perivascular infiltrates in the dermis. Hematoxylin-eosin stain, magnification x 200; C - an admixture of tissue mast cells of an elon-
gated shape is detected in the infiltrate. Some mast cells spread interstitially. Stained with toluidine blue, magnification x 200

MOryT HabnaaTbCs pacCcesHHble NepuBaCKyNspHble UHOUNb-
TpaTbl. OCHOBY WMX COCTaBAAOT TyyHble KneTku, Gubpobnactsl,
TMCTUOUMTBI, 303MHOMWAbI. Ty4Hble KNETKM pacnonararoTcs
BOKPYr COCY[O0B, OMPenenstoTcs B HEeHOMbLIOM KOMMYecTBe,
4acTb 3TUX KNETOK OBHapyXMBAEeTCs BHe CBA3M C COCYAaMu
B konnyectse ot 5-7 no 30-35 B none 3pexus. B otaenbHbix
KneTkax HabMoaeTcs Nerkas MeTaxpoMasms, XoTs B H0NbLUMH-
CTBE TY4YHbIX K/IETOK METaxpoMasus BblpaxkeHHas. TyuHble KneT-
KM Yallle MMEeIT BbITAHYTYI, BepeTeHo0bpasHyto GopMy, MHO-
raa BCTpeYatoTCs KNeTkn oBanbHOM W okpyrioi dopm (puc. 2).
B omninune oT petert y B3pocnbix pexe HabaoaaroTcs
[lerpaHy/IMpoBaHHble KIETKM CO CBODOAHONEXALLMMM FpaHy-
namu. Bcrpevatotcs eaomHUuHble Monogble QOPMbl TYYHbIX
KNETOK C MHTEHCMBHO OKpALUEHHOW LMTOMNAA3MOM, MPOAOI-
roatoi (opmbl. KonnareHoBble BONIOKHA MOTYT ObITb HAbyx-
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WWMU, MHOTAA GPArMEHTUPOBAHbI B BEPXHEN YacTu AepMbl,
Cnabo OKpaLWMBAKTCA NMUKPODYKCUHOM. InacTuyeckas CeTb
nofg 3NMAEPMUCOM M B 30HE MHOWALTPATA B OOMbLWMUHCTBE
CNy4aeB pa3pexeHa, a MHOMAA U COBCEM OTCYTCTBYeT. B 6onee
rnyboKMX CNosX 31aCTUYECKas CeTb He M3MEHEHa.

Maromopdonoruyeckne M3MeHeHUs Npu NOAUMOPGHHOM
Tune MMNKM

Mpn MopdonornyeckoM UCCNefoBaHUU KOXM, B3STOM
M3 04aroB nopaxeHus npu noanmopdHoM tune MMMKM, anum-
[lepMUC 0BbIYHOWM TOMLLMHBI, B OTAENbHbIX y4acTKax 6a3anbHo-
ro cnos Habnlogaetcs CKomneHue nurMeHTa. B eamHuuHbIX
cnyvagx  obHapyxuBalTcs  cybanuaepmanbHble  My3bipu.
baszanbHas membpaHa uetkas. B BepxHeil TpeTn [nepmbl
(cocoukoBbIi cnow) HabntopaeTcs Hebonblwol otek. Cocyamc-



PucyHok 3. MonumopdHbii tmn MIMKM. MaumenTtka C., 3 roga
Figure 3. Polymorphic type of MPKM. Patient S., 3 years old

PucyHok 4. Mactouutoma koxwu. MaumeHnt P, 1 rog,
Figure 4. Cutaneous mastocytoma. Patient R., 1 year old

(®)

B

A - dparMeHT KOXM C Y4acTKOM MOLKOXHOW XMPOBOWA KNETYATKM, BbICTNAHHbIN
3MUAEPMUCOM  OBbIYHOM  TONWMHBI € TUMEPNUTMEHTALMeR  KepaTUHOLMTOB
6asanbHoro 1o 6e3 Npu3HakoB BbiNageHs nurMenTa. OKpacka reMaToKCUAMH-
303uH,yBennueHue x 40; B - otMeyaeTcs Anddy3Has UHOUNLTPaLMS BepXHei TpeTh
JAepMbl TKaHEBBLIMM TyYHbIMU KNIETKaMM, OTCNOIKA 3MMAEPMUCA C HOPMUPOBaHMEM
cyb3anuaepmanbHbIx Leneid. Okpacka reMaToKCUMH-303H, yBenuyerme x 200

A - a skin fragment with a subcutaneous adipose tissue area, lined with an epi-
dermis of normal thickness with hyperpigmentation of keratinocytes of the bas-
al layer without signs of pigment loss. Hematoxylin-eosin stain, magnification
x 40; B - there is diffuse infiltration of the upper third of the dermis with tissue
mast cells, detachment of the epidermis with the formation of subepidermal
cracks. Hematoxylin-eosin stain, magnification x 200

TbIi PUCYHOK YCUNEH, SHAOTENUIA HaByXLWIMI, NPOCBETHI Kanu-
napoB pacwuperbl. OnpeaenseTcs rycras WHQUIbTpaLus
BOKpPYr COCYZ0B, COCTOAWAn n3 numdountos, Grndpobnacros,
rMCTUOLMTOB M ckomneHns TK C OKPYrbIM UAKM OBasibHbIM
A4pOM, uMTOMasMa Kotopbix cnerka 6asodunbHa. Hapsay
C NepuBacKyNspHbIMU MHPUNBTPATaMu, BCTPEYAOTCS CKomMJle-
HWS KNETOK B MEXYTOYHOM BeLLecTBe. [1pu okpacke Tonynam-
HOBbIM CMHMM MEPUBACKYNSPHbIE CMBAOLLMECT UHOUABTPA-
Tbl COCTOST MPEUMYLLECTBEHHO M3 6GONbLWIOr0 KOAMYECTBa
KyboMOaNbHbIX TY4YHbIX KNETOK C BbIPaXEHHOW MeTaxpomMasu-
el umtonnasmbl. KOHTYpbl TakMX KNETOK PasMbITbl — «KAETKK
TeHu». KonnareHoBble BONMIOKHA B BepxXHei TpeTu [LepMbl
M B 30He MHDUALTPATa FOMOreHN3NPOBaHbl U PparMeHTUpo-
BaHbl. NaCTUYECKas CeTb B BEPXHEN YaCTW AePMbl Pa3PEXeHa,
a B 30He nHUAbTPaTa OTCYTCTBYET (puc. 3).

B i

(OparMeHT KOXM C Y4acTKOM MOAKOXHOM KMPOBOW KNETYaTk, BbICTAAHHbIA
3NMAEPMUCOM 0BbIYHOM TONLLMHbI C TUMEPTIMIMEHTALMEN KepaTUHOLMTOB 6a3abHOro
o5 6e3 Npu3HaKkoB BbiMafeHuss nurMenta. JuddysHas uHdunbTpaumus cioeB
LepMbl TY4HbIMU KeTkaMu C HebonbLuOi npuMeckio uMdoLmToB, Gubpobnactos,
rucTMouuToB. OKpacka reMaToKCUIMH-303uH, yBenuyerue x 400

A skin fragment with a subcutaneous adipose tissue area, lined with an epidermis
of normal thickness with hyperpigmentation of keratinocytes of the basal layer
without signs of pigment loss. Diffuse infiltration of the dermis layers by mast cells
with a small admixture of lymphocytes, fibroblasts, histiocytes. Hematoxylin-eosin
stain, magnification x 400

MaTtomopdgonormyeckme MU3IMEHEHUs NpU MacToLUTOME

Y 60/bHbIX MACTOUMTOMOM B 3nuaepmuce Habnroaaetcs
HepaBHOMEPHbIM aKaHTO3, yBENMUYEHME COLEPXKAHMUS MeNaHUHA
B KNeTKax 6a3anbHOro M HWXKHUX OTAENax LUMMNOBATOro C/10€B.
bazanbHas MemMbpaHa yeTkas. B nepme Habnopaetcs Hebonb-
oW otek. [pocBeTbI COCYA0B pacLUMpPeHbl, MHOMAA 3aMONHEHbI
3pUTPOLIMTAMMU, SHLAOTENMI HABYXLUMIA. MaCCUBHBIN KNETOUHbIN
MHOWUALTPAT MpPU MACTOLMTOME 3aHUMMAET MOYTM BCHO TOSLLY
[lepMbl M OXOAWT A0 rMnofepMbl. EFro 0CHOBY COCTaBASIOT aBs-
HbIM 06Pa30M Ty4Hble KNETKU C HEBOMbLIOW NPUMECHD IMMPO-
LMTOB, PMOPOBNACTOB, TMCTMOLMTOB. MOTyT BCTPEYATHCS YHACTKM
CO 3HaYMTeNbHbIM COAEePXKaHWEM 303MHODUIOB B MHDUALTPATE.
Knetku npeacraBneHbl BbIpaXKEHHbIM S4ePHbIM MoAMMophu3-
MOM C [ABYAOMbHbIMW M MHOTO4OMbHbIMK gapamu [20, 21].
Ty4Hble KNeTKM OBasbHOW M KybomaanbHow GOpM, 3HaUUTENbHAS
YacTb MX [erpaHyMpoBaHa, KOHTYPbl Pa3MbITbl, LMTOMIA3Ma
cnabookpalleHa. B okpyatoLwmx TKaHsX 06HapyKMBaeTCs MHO-
ecTBo cBoboaHoNexXaLmx rpaHyn. CKOnneHUs Ty4YHbIX KNeToK
B BMAE KancCynbl HAabMOAATCS TakxKe BOKPYr MOTOBbIX M Calb-
HbIX >Xene3 u 0cobeHHO BOKPYr BONMOCSHbIX (ONIMKYNOB.
KonnareHoBble BOMIOKHA B BEPXHEW YaCTW AEPMbl FOMOreHW3M-
pOBaHbI, GparMeHTMPOBaHbI, @ B Bonee mMyboknx cnosx Habyx-
Lume. InacTMyeckas CeTb MOHOCTLIO OTCYTCTBYET (puc. 4).

MNaTomopdonoruyeckue nsmeHeHusa npu ancddysHoM Kox-
HOM MacToumTOo3e

[nsa anddysHoro KM xapaktepHa onddy3Has MHOUb-
TpauMsa TYYHbIMM KNETKaMKM MANUANSAPHOM U PETUKYNSAPHOM
[epMbl. HekoTopble aBTopbl Npu Anddy3HoN hopMe KOXHO-
ro MacToLMTO3a OTMEYaNnu Hannmune B BEPXHEN YacTu AepMbl
NoN0COBMAHOMO MHMALTPaTa, cocrtoswero mn3 TK Henpa-
BUJIbHOWM OKPYrNOW M 0BanbHOM dopmsbl [22]. Ons anddy3Ho-
ro KM naTtorHoMoHW4HO pa3BuTMe cybanuoepManbHbIX
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ny3sbipen n Gubpo3sa. B 10 xe BpeMs cnenyeT yunTbIBaTh, YTO
®u1bpo3 TpyAHO OLEHWUTb B AepMe Ha paHHel ctanmu 3abo-
nesaHus. Kpome Toro, dMbpo3 KoxXu H1KOrLa He HabnoaaeT-
€S B CTy4asx C ManblM KOIMYECTBOM TYYHbIX KNETOK (puc. 5).

Matomopdonoruyeckue npusHaku, xapakTepHbie ANs CUC-
TEMHOro MacToLMTO3a

BoBneueHune KoXu Npu CUCTEMHOM MacToLMTO3e Hanbo-
Nnee XapakTepHO AN UHAONEHTHOINO CUCTEMHOMO MacToLM-
TO3a. MMKpPOCKOMMYECKOe OMMcaHue cpes3a KoXu y 60mb-
WUMHCTBA NaLMEHTOB A4EMOHCTPUPYET NUIMEHTauMo 6azanb-
Horo cnos anuaepmuca. COCOYKOBBINA CNOM LepMbl MOXKET
6blTb OTEYHbIM, B HEM OTMe4yaeTcs nepuBacKynspHas
MHOUNBTPALMS M3 BepPeTEeHOBMAHbIX KMETOK C Hanuynem
B uuTonnasme 6a3oduabHbIX rpaHyn, NPUMeECh MEKUX INM-
dounaHbIX KNEToK (puc. 6).

HeobxoanMo OTMETUTb, YTO MPU BCEX KAMHUYECKMX pa3-
HOBMAHOCTAX MacTOLMTO3a, HapsSAy C TYYHbIMM KNEeTKamu,
B MHDWUNbTPaTE UMeeTCs nNpuMech numdboumTos, hrubpobna-
CTOB, TMCTUOLUMTOB M 3HAYMTENIbHOE KOMYECTBO 303UHO(DMU-
N0B. 203MHOMMANS B BMONTAaTax MOPAKEHHbIX TKAHEN U B KPO-
BM obycnosneHa TeM, yto TK B uncne Apyrmx Meamatopos
BblAENSET XeMOoTakcmyecknin haktop 303nHodumnos [1].

ObHapy>eHWe Npu LUTONOMMYECKOM M TMCTOXMMUYECKOM
nccnenosaHunm TK ¢ KpynHbIMKM SA4paMu, MUTOTUYECKM aKTUB-
HbIX, COAEPXALLMX YBEMYEHHOE KOAMYECTBO METaXpOMaTH-
YeCkMX rpaHy/l, YKa3blBAaeT Ha 3/10KAYeCTBEHHbIM XapakTep
npouecca. Kpome TOro, N0 MHEHWID HEKOTOPbIX aBTOPOB,
M3MEHEHME BbIPAXXEHHOCTN MeTaxpoMasumn TK npu pasnuy-
HbIX 3Ha4YeHUaX pH Npu OKpacke TONYMAMHOBbLIM CUHUM TaKXe
nossonset anddepeHLMpoBaTb 4OOPO- U 3/10KAYECTBEHHOCT
npouecca npu mactouutose. OTAeNbHbIE aBTOPbI CYMTALOT, 4TO
npeobnafaHue Hespenbix TK Npu ructonornyeckom uccneno-
BaHMK, 0COBEHHO Y B3POC/bIX, CBUAETENBCTBYET O BO3MOXHOM
pa3BUTUM 310KAYECTBEHHOMO MacToLmMTo3a [1].

PucyHok 6. CucteMHbIi MacToumTos. MNaumenTtka Io, 55 net
Figure 6. Systemic mastocytosis. Patient G., 55 years old

PucyHok 5. Inddy3HbIvi KOXKHbIM MacToumTos. MaumneHT C., 2 Mec.
Figure 5. Diffuse cutaneous mastocytosis. Patient S., 2 months old

— —t [

Mopdonoruyeckoe uccnenoBaHue brontata Koxu. NN0THbIA NMMBOMOHOLMTAPHBIi
MHUNLTPaT B BEPXHEN NonoBuHe aepMbl. OTCNOMKA anuaepMMca C GOPMUPOBaHNEM
cybanuaepmanbHoro ny3bips. Okpacka reMaToKCUMH-303uH, yBennyeHue x 100

Dense lymphomonocytic infiltrate in the upper dermis. Hematoxylin-eosin stain,
x100; Detachment of the epidermis with the formation of a subepidermal layer.
Hematoxylin-eosin stain, magnification x 100

KoHceHcycHas rpynna no MacTouuTo3y pekomeHayet
MCNONb30BaTh aHTUTENa NPOTUB TPUNTAa3bl B Ka4YeCTBe CTaH-
[apTHOrO MMMYHOTIMCTOXMMUYECKOro Mapkepa Ang obHapy-
XEHWUS WM KONMYECTBEHHOr0 OMNpefeneHus TYYHbIX KJeTOoK
B cpe3ax Koxu [4]. OnbITHbIA AepMaTOBEHEPONON MOXET
TakXe pacrno3HaTb HOPMasbHble Ty4Hble KNETKU B Cpe3ax,
OKpaLLEeHHbIX MO TMM3e UAN TONYUANHOBBIM CUHWMM, HO TUMO-
rPaHYNIMPOBAHHbIE TyYHble K/ETKM MOXHO He 3aMeTUTb
C MOMOLLBK TMCTOXUMMUYECKOTO OKPALIMBAHUS U UX Nerye
0BHapYy>XX1Tb UMMYHOTUCTOXMMUYECKMM METOAOM C UCMONb-
30BaHMWeM aHTUTen K Tpunrase [3].

®)

is detected in the infiltrate. Stained with toluidine blue, magnification x 200

A - GparmMeHT KOXu ¢ HeBONbLUMM Y4ACTKOM NOAKOXHOI XMPOBO KNETYATKM, BLICTNAHHBIH SMMAEPMUCOM 00bI4HOI ToNLLMHBI. OKpacka reMatoKCAMH-3031H, yBenndetue x 40;
B - runepnurmeHTaums kepaTMHOLMTOB 6a3anbHOrO C10sl, B lePMe NMOBEPXHOCTHbIE NepUBACKYNAPHbIE MHOUALTPATHI. OKpacka reMaToKCUIMH-3031H, yeennyetme x 200;
( - B cocTaBe MHAOMILTPaTa BbIABNAETCS NMPUMEC Ty4HbIX KneTok. OKpacka ToNYMAMHOBBIM CUHUM, yBennyeHue x 200

A - a fragment of skin with a small area of subcutaneous adipose tissue, lined with an epidermis of normal thickness. Hematoxylin-eosin stain, magnification x 40; B - hyper-
pigmentation of keratinocytes of the basal layer, superficial perivascular infiltrates in the dermis. Hematoxylin-eosin stain, magnification x 200; C - an admixture of mast cells
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Mo mHeHuio H.C. MNoTekaeBa, 0BHapyxeHne B rMCTonorm-
4YeCcKOoM MnpenapaTe YBeNM4YEHHOr0 KOMMYEeCTBA TY4YHbIX KNETOK
He MOXeT O[HO3HAYHO YKa3blBaTb HA MACTOLMTO3, T. K. TY4YHO-
KNeTouHas nponudepaums MOXeT Habn[aTbCsd Kak peak-
ums (peakTMBHAsN MacToLMTONNa3uns) Npu Lenom psaae 3abone-
BaHWI, 0COBEHHO OMYX0NEeBOM NpMpPOabl (rEMAaHIMOMa, AePMa-
Todubpoma, ructmoumnToma, numdoma, AMMdorpaHynemaros
1 ap.). B T0 ke BpeMs OTCYTCTBME TyUHbIX KNETOK HE MO3BONSET
B NOJIHOV Mepe M OTBEPrHYTb AMArHO3 (KCTapbIM» o4ar — Tyy-
Hble KNeTKM B HeBOMbLIOM KONUYECTBE, HAapyLUEHUE TEXHUKK
6uoncun — ferpaHynaums TydHbIX kKneTok u ap.) [18].

BbiBOAbl

MacTtouutos aBngeTcs peakum 3aboneaHueM. Bapwua-
6eNbHOCTb KNTMHMYECKOM KapTUHbI MPU Pa3HbIX KIMHUYECKMX
dhopmax 1 TMnax 3aboneBaHus 3aTpyaHSET CBOEBPEMEHHYIO
[MarHOCTMKY MacToumMTo3a Yy B3poC/ibiX U aeTei. K coxane-
HWIO, B OTEYECTBEHHOW UTEpaType MMEITCA NULlb EANHMY-
Hble nybnukaumwu, 3aTparnBatowme npobnemy natomopdo-
normm macroumtosa [1, 17, 18]. CornacHo pekomeHAaumsam
KoHceHcycHOM eBponencKo-aMepuKaHCKon rpynnbl No Mac-
Tountosy u BO3 c 2016 r. npu nosiBAEHWM XapaKTepHbIX
BbICbINAHMIA HeobxoamMMo onpepenatb GeHoMeH [apbe -
YHHbI, KOTOPbIA 9BASETCS BAaXXHbIM AMArHOCTUYECKMM KpuTe-

puveM KOXHOro MmacroumTosa. B cnyvasx oTpuuaTensHoro
pesynbrata ¢eHomeHa Japbe — YHHbI U pa3BuTMS y NaLueH-
Ta aTUMMYHbBIX BbICbIMAHWI peKOMeHAaLMs No rMcToNnornye-
CKOMY WCCnefoBaHMio BMonTaTta KOXW CYMTAEeTCs cnepyto-
WMM 0693aTeNbHBIM LWArOM B AMArHOCTUYECKOM anropuT-
Me [4, 10]. NatomMopdonormyecknin cybcTpaT BbICbINAaHWIA NpU
AMDDOY3HOM KOXKHOM MacCTOLMTO3e M MacTouMTOME mnpen-
cTaBnsgeT cobov NNoTHbIN nHdUnbLTpaT n3 TK.TucTonornyeckas
KapTuHa npu moHoMopdHoM Tune [MKM otnmyaeTcs oTHO-
CUTENbHOM MeHbLUel NAOTHOCTbO MHbMAbTpaumm TK cocou-
KOBOrO C/1051 A€PMbI MO CPABHEHMIO C APYTUMU KIIMHUYECKHU-
Mu hopMaMmM MacToumMTo3a y AeTel. Takke y AeTen nnot-
HOCTb TK B NOpaXKeHHOM KOXe 3HAYMUTENbHO Bbllle MO CpaB-
HeHuo co B3pocnbiMu. Kpome Toro, y B3pocabix ¢ MMNMKM
BEPXHAS TPeTb AepMbl (NanuanspHas gepma) B HabnoLeHu-
ax bbna MeHee uHOUABTPUpPOBaHa TK, YTO noaTeBepxaaet
MHeHMWe 0 ToM, 4yTo MoHoMOopdHbIM TMN MIMKM y petelt deHo-
TMnNmnyeckn cxopeH c MMKM y B3pocnbix. TakuM 06pasom,
[lanbHelWwee nNpocnekTMBHOe HabnloaeHWe 3a MauMeHTamm
MOXeT NO3BOAWUTb CAeNaTb BbIBOAbl O MPOrHOCTUYECKOM 3Ha-
4YeHMM NaTomMopdONOrM4eckoro MUCCIefoBaHMs Npu MacTo-
LMTO3€ y B3pOC/IbIX U AeTel.

Mocrynuna / Received 10.02.2023

Moctynuna nocne pelieH3upoBatus / Revised 05.03.2023
MpuHsTa B nevatb / Accepted 10.03.2023

— Cnucok nutepatypbl / References

1. MenuksH AJ1., Cy6opuesa M.H., Topsuyesa C.P, KonoweiiHosa TM.,
Baxpywesa M.B., KoBpuruHa A.M. n op. Mactoumntos (0630p nuteparypsl
1 OMUCaHWe KIMHUYEeCKUX ciydaeB). Tepanesmuyeckul apxus.
2014;86(12):127-134. https://doi.org/10.17116/terarkh20148612127-134.
Melikjan A.L., Subortseva I.N., Goriacheva S.R., Kolosheinova T.I.,
Vakhrusheva M.V, Kovrigina A.M. et al. Mastocytosis. Review of the litera-
ture and description of clinical cases. Terapevticheskii Arkhiv.
2014;86(12):127-134. (In Russ.). https;//doi.org/10.17116/ter-
arkh20148612127-134.

2. Ebhrlich P. Beitrage zur Kenntniss der granulierten Bindegewebszellen und
der eosinophilen Leukocythen. Arch Anat Physiol. 1879;(3):166-169.

3. Reber L.L, Sibilano R., Mukai K., Galli SJ. Potential effector and immuno-
regulatory functions of mast cells in mucosal immunity. Mucosal Immunol.
2015;8(3):444-463. https;//doi.org/10.1038/mi.2014.131.

4. Hartmann K., Escribano L., Grattan C, Brockow K., Carter M. C, Alvarez-
Twose |. et al. Cutaneous manifestations in patients with mastocytosis:
Consensus report of the European Competence Network on Mastocytosis;
the American Academy of Allergy, Asthma & Im- munology; and
the European Academy of Allergology and Clinical Immunology.J Allergy
Clin Immunol. 2016;137(1):35-45. https://doi.org/10.1016/j.jaci.2015.08.034.

5. Ronnberg E., Melo F.R,, Pejler G. Mast cell proteoglycans./ Histochem
Cytochem. 2012;60(12):950-962. https://doi.org/10.1369/0022155412458927.

6. Metcalfe D.D., Mekori Y.A. Pathogenesis and Pathology of Mastocytosis.
Annu Rev Pathol. 2017;12:487-514. https://doi.org/10.1146/annurev-
pathol-052016-100312.

7. Valent P. Mastocytosis: a paradigmatic example of a rare disease with
complex biology and pathology. Am J Cancer Res. 2013;3(2):159-172.
Available at: https:;//pubmed.ncbi.nlm.nih.gov/23593539.

8. Chatterjee A, Ghosh J., Kapur R. Mastocytosis: a mutated KIT receptor
induced myeloproliferative disorder. Oncotarget. 2015;6(21):18250-18264.
https://doi.org/10.18632/oncotarget.4213.

9. Berezowska S, Flaig MJ., Ruéff F., Walz C, Haferlach T, Krokowski M. et al. Adult-
onset mastocytosis in the skin is highly suggestive of systemic mastocytosis.
Mod Pathol. 2014;27(1):19-29. https//doi.org/10.1038/modpathol.2013.117.

10. Valent P, Akin C., Metcalfe D.D. Mastocytosis: 2016 updated WHO classifi-
cation and novel emerging treatment concepts. Blood.
2017;129(11):1420-1427. https://doi.org/10.1182/blood-2016-09-731893.

. Matito A., Azana J.M,, Torrelo A., Alvarez-Twose |. Cutaneous Mastocytosis
in Adults and Children: New Classification and Prognostic Factors.
Immunol Allergy Clin North Am. 2018;38(3):351-363. https://doi.org/
10.1016/j.iac.2018.04.001.

1

N

12. Wiechers T, Rabenhorst A., Schick T., Preussner L. M., Forster A., Valent P,
et al. Large maculopapular cutaneous lesions are associated with favor-
able outcome in childhood-onset mastocytosis. J Allergy Clin Immunol.
2015;136(6):1581-1590.e3. https://doi.org/10.1016/j.jaci.2015.05.034.

13. Eady R.A,, Cowen T, Marshall T.F., Plummer V., Greaves M.W. Mast cell pop-
ulation density, blood vessel density and histamine content in normal
human skin. Br J Dermatol. 1979;100(6):623-633. https://doi.org/
10.1111/j.1365-2133.1979.tb08065.x.

14. Janssens A.S., Heide R., den Hollander J.C, Mulder PG, Tank B., Oranje A.P.
Mast cell distribution in normal adult skin.J Clin Pathol. 2005;58(3):285-289.
https://doi.org/10.1136/jcp.2004.017210.

15. Drabent P, Polivka L., Agopian J., Duong Van Huyen J.P, Thiebaut PA., Dubreuil
P. et al. Establishing diagnostic criteria for mastocytosis in skin biopsies.
Histopathology. 2022;80(3):501-514. https;/doi.org/10.1111/his.14573.

16. Castells M., Metcalfe D.D., Escribano L. Diagnosis and treatment of cutane-
ous mastocytosis in children: practical recommendations. Am J Clin
Dermatol. 2011;12(4):259-270. https://doi.org/10.2165/11588890-
000000000-00000.

17. Nanbues M.A, Motekaes H.H., KazaHuesa W.A., Kpsxxesa C.C. KnuHuko-
Mopgponoeuyeckas QuazHOCMUKA U NPUHYUNGI IeYeHUS KOXHbIX 6ose3Hel.
2-e n3a. M.: MeguumHa; 2010. 512 c.

Paltsev M.A., Potekaev N.N., Kazantseva |.A., Kryazheva S.S. Clinical and
morphological diagnostics and principles of treatment of skin diseases.
2" ed. Moscow: Meditsina; 2010. 512 p. (In Russ.)

18. CkpunkuH tO.K. (pen.). KowHele u seHepudeckue 6one3Hu. B 4 Tomax. M.
MeaunumHa; 1996.T. 3. 432 c.

Skripkin Yu.K. (ed.). Skin and venereal diseases. In 4 volumes. Moscow:
Meditsina; 1996.Vol. 3. 432 p. (In Russ.)

19. Di Raimondo C,, Del Duca E., Silvaggio D., Di Prete M., Lombardo P,
Mazzeo M. et al. Cutaneous mastocytosis: A dermatological perspective.
Australas J Dermatol. 2021;62(1):e1-e7. https://doi.org/10.1111/ajd.13443.

20. Exposito-Serrano V., Agut-Busquet E., Leal Canosa L., Herrerias Moreno J.,
Saez A., Luelmo J. Pleomorphic mastocytoma in an adult.J Cutan Pathol.
2018;45(2):176-179. https;//doi.org/10.1111/cup.13080.

21. Tirado M., Dobin S.M., Fernandez M.P, Rao A. Pleomorphic mastocytoma
associated with loss of chromosome 5, PDGFRA, and HRAS mutations:

A case of cutaneous mastocytosis with severe atypia and indolent behav-
ior.J Cutan Pathol. 2021;48(1):116-122. https://doi.org/10.1111/cup.13868.

22. Hosking A.M., Makdisi J., Ortenzio F., de Feraudy S., Smith J., Linden K.
Diffuse cutaneous mastocytosis: Case report and literature review. Pediatr
Dermatol. 2018;35(6):e348-e352. https://doi.org/10.1111/pde.13651.

2023;17(6)201-208 | MEDITSINSKIY SOVET | 207


https://doi.org/10.17116/terarkh20148612127-134
https://doi.org/10.17116/terarkh20148612127-134
https://doi.org/10.17116/terarkh20148612127-134
https://doi.org/10.1038/mi.2014.131
https://doi.org/10.1016/j.jaci.2015.08.034
https://doi.org/10.1369/0022155412458927
https://doi.org/10.1146/annurev-pathol-052016-100312
https://doi.org/10.1146/annurev-pathol-052016-100312
https://pubmed.ncbi.nlm.nih.gov/23593539.
https://doi.org/10.18632/oncotarget.4213
https://doi.org/10.1038/modpathol.2013.117
https://doi.org/10.1182/blood-2016-09-731893
https://doi.org/10.1016/j.iac.2018.04.001
https://doi.org/10.1016/j.iac.2018.04.001
https://doi.org/10.1016/j.jaci.2015.05.034
https://doi.org/10.1111/j.1365-2133.1979.tb08065.x
https://doi.org/10.1111/j.1365-2133.1979.tb08065.x
https://doi.org/10.1136/jcp.2004.017210
https://doi.org/10.1111/his.14573
https://doi.org/10.2165/11588890-000000000-00000
https://doi.org/10.2165/11588890-000000000-00000
https://doi.org/10.1111/ajd.13443
https://doi.org/10.1111/cup.13080
https://doi.org/10.1111/cup.13868
https://doi.org/10.1111/pde.13651

Bknad asmopos:

KoHuenuyusa cmameu — Kacuxuna E.N.

Konuyenyus u ousatin uccnedosanusi — Kacuxuna E.WN., Motekaes H.H.

Hanucanue mekcma - Kacuxuna E.U., Octpeuosa M.H., Meanunkosa M.A.

Cbop u o6pabomka mamepuana — Kacuxuna E.U., MegHukoBa M.A., KatyHuna O.P.
0630p numepamypes — Kacuxuna E.N., OctpeuoBa M.H., MegHukoBa M.A.

AHanus mamepuana - MNotekaes H.H., Kacuxuna E.U., KatyHuHa O.P.
PedakmuposaHue - Motekaes H.H., Kacuxuna E.U., XXykosa 0.B.

YmeepxdeHue okoHyamensHo20 sapuaHma cmameu — MNMotekaes H.H.

Contribution of authors:

Concept of the article - Elena l. Kasikhina

Study concept and design - Elena l. Kasikhina, Nikolay N. Potekaev

Text development - Elena l. Kasikhina, Maria N. Ostretsova, Mariya A. Mednikova

Collection and processing of material - Elena |. Kasikhina, Mariya A. Mednikova, Oksana R. Katunina
Literature review — Elena I. Kasikhina, Maria N. Ostretsova, Mariya A. Mednikova

Material analysis -Nikolay N. Potekaev, Elena I. Kasikhina, Oksana R. Katunina

Editing - Nikolay N. Potekaev, Elena I. Kasikhina, Olga V. Zhukova

Approval of the final version of the article - Nikolay N. Potekaev

Ungopmauyus 06 asmopax:

KacuxuHa Enena UropeBHa, K.M.H., JOLEHT Kadeapbl LepMaTOBEHEPOSIOTUM, anaeprosorMm 1 KOCMeToNorMu MeamuLMHCKOrO MHCTWUTYTa, Poc-
CUIACKMI yHUBepcuTeT ApyxObl Hapoaos; 117198, Poccus, Mocksa, yn. Muknyxo-Maknas, 4. 6; Bpay-aepMaTtoBeHeponor, MoCKOBCKMIA Hay4YHO-
NpakTUYeCKuit LLeHTp AepMaToBeHeponorim n kocmMetonoriu; 119071, Poccus, Mocksa, JleHMHcKkuid npocnekT, 4. 17; https://orcid.org/0000-0002-
0767-8821; kasprof@bk.ru

MNMoTtekaes Hukonaii HukonaeBuu, o.M.H., LMpekTop, MOCKOBCKMIA HAyYHO-MPAKTUYECKMI LeHTP AepMaToBEHEpPONorMm n kocmetonormu; 119071,
Poccus, MockBa, JleHnHckuia npocnekT, 4. 17; npodeccop, 3aBeaytoLimin kaheapon KoxXHbIX HonesHen u KoCMeTonormn Gakynsreta LONONHUTENb-
HOro nNpodeccroHanbHoro obpasoBaHus, POCCHIACKMIA HALMOHANbHbIM UCCNen0BaTENbCKUI MEAULMHCKMIA yHuBepcuTeT uMeHn H.U. Muporosa;
117997, Poccus, Mockaa, yn. OcTpoBuTaHOBA, 4. 1; https://orcid.org/0000-0002-9578-5490; klinderma@mail.ru

KatyHnHa OkcaHa PaxuMOBHa, [1.M.H., Bpay-naTonoroaHatoM, MOCKOBCKMI HayYHO-NPAKTUYECKMIA LLeHTp LlepMaTOBEHEPONOrMU U KOCMETONOMUMU;
119071, Poccusa, MockBa, JleHnHCKMiA npocnekT, A. 17; npodeccop kadeapbl NatoNorMyeckor aHaToMmUm U KNMHUYECKOM NaToNorMyeckon aHaTo-
MUK NeamaTpmyeckoro dakynbreTa, POCCUIACKMUIA HAUMOHANbHBIM MCCNEenoBATENbCKMI MEAUUMHCKMUIA YHUBEPCUTET nMenn H.M. Muporoea; 117997,
Poccus, MockBa, yn. OctpoBuTaHOBa, 4. 1; https://orcid.org/0000-0003-4773-2842; katunina9@gmail.com

OctpeuoBa Mapua HukonaeBHa, K.M.H., [LOLEHT KadeLpbl AepPMATOBEHEPONOruMW, anneproforum U KOCMETONOrMU MeLULMHCKOTO WMHCTUTY-
Ta, Poccuiickuii yHuBepcuteT opyx6bl Haponos; 117198, Poccus, Mocksa, yn. Muknyxo-Maknas, 4. 6; https;//orcid.org/0000-0003-3386-1467;
ostretsova-mn@rudn.ru

XykoBa Onbra BaneHTMHOBHA, [.M.H., npodeccop, 3aBeaytoLias kabeapoi LepMaToBEHEPONOTMM, aNNEeProiorMn U KOCMETONOrMU MeLULMHCKOrO
MHCTUTYTA, POCCUICKUI yHUBEPCUTET ApYX6bl HaponoB; 117198, Poccua, Mockea, yn. Muknyxo-Maknas, 4. 6; rnasHblii Bpay, MOCKOBCKMIA HayYHO-
NpaKTUYeCKUit LLeHTp AepMaToBeHeponorim n kocmetonornu; 119071, Poccus, Mocksa, JleHMHCKMIA npocnekT, 4. 17; https://orcid.org/0000-0001-
5723-6573; klinderma@inbox.ru

MegHukoBa Mapua AnekcaHApoBHa, acnupaHT kadeapbl AepMaTOBEHEpPONOruu, annepronorMu M KOCMETONOruM MeAMLMHCKOTO UHCTUTY-
Ta, Poccuiickuii yHuepcuteT opyx6bl Haponos; 117198, Poccus, MockBa, yn. Muknyxo-Maknas, 4. 6; https;//orcid.org/0000-0002-4094-0430;
mashulyamed@mail.ru

Information about the authors:

Elena I. Kasikhina, Cand. Sci. (Med.), Associate Professor, Department of Dermatovenereology, Allergology and Cosmetology, Institute of Medicine,
Peoples’ Friendship University of Russia; 6, Miklukho-Maklai St., Moscow, 117198, Russia; Dermatologist, Moscow Scientific and Practical Center
of Dermatovenereology and Cosmetology; 17, Lenin Ave., Moscow, 119071, Russia; https;//orcid.org/0000-0002-0767-8821; kasprof@bk.ru
Nikolay N. Potekaev, Dr. Sci. (Med.), Director, Moscow Scientific and Practical Center of Dermatovenereology and Cosmetology; 17, Leninskiy
Ave., Moscow, 119071, Russia; Professor, Head of Department of Skin Diseases and Cosmetology, Faculty of Additional Professional Education,
Pirogov Russian National Research Medical University; 1, Ostrovityanov St., Moscow, 117997, Russia; https;//orcid.org/0000-0002-9578-5490;
klinderma@mail.ru

Oksana R. Katunina, Dr. Sci. (Med.), Associate Professor, Leading Researcher, Moscow Scientific and Practical Center of Dermatovenereology
and Cosmetology; 17, Leninskiy Ave., Moscow, 119071, Russia; Professor of the Department of Pathological Anatomy and Clinical Pathological
Anatomy of the Faculty of Pediatrics, Pirogov Russian National Research Medical University; 1, Ostrovityanov St., Moscow, 117997, Russia;
https://orcid.org/0000-0003-4773-2842; katunina9@gmail.com

Maria N. Ostretsova, Cand. Sci. (Med.), Associate Professor, Department of Dermatovenereology, Allergology and Cosmetology, Institute of Med-
icine, Peoples’ Friendship University of Russia; 6, Miklukho-Maklai St., Moscow, 117198, Russia; https;//orcid.org/0000-0003-3386-1467;
ostretsova-mn@rudn.ru

Olga V. Zhukova, Dr. Sci. (Med.), Professor, Head of the Department of Dermatovenereology, Allergology and Cosmetology, Institute of Medicine,
Peoples’ Friendship University of Russia; 6, Miklukho-Maklai St., Moscow, 117198, Russia; Chief Medical Officer, Moscow Scientific and Prac-
tical Center of Dermatovenereology and Cosmetology; 17, Leninskiy Ave., Moscow, 119071, Russia; https://orcid.org/0000-0001-5723-6573;
klinderma@inbox.ru

Mariya A. Mednikova, Postgraduate Student, Department of Dermatovenereology, Allergology and Cosmetology, Institute of Medicine, Peoples’
Friendship University of Russia; 6, Miklukho-Maklai St., Moscow, 117198, Russia; https://orcid.org/0000-0002-4094-0430; mashulyamed@mail.ru

208 | MEULIMHCKIUI COBET | 2023;17(6):201-208


mailto:kasprof@bk.ru
mailto:klinderma@mail.ru
https://orcid.org/0000-0003-4773-2842
mailto:ostretsova-mn@rudn.ru
mailto:klinderma@inbox.ru
mailto:mashulyamed@mail.ru
mailto:kasprof@bk.ru
mailto:klinderma@mail.ru
https://orcid.org/0000-0003-4773-2842
https://orcid.org/0000-0003-3386-1467
mailto:ostretsova-mn@rudn.ru
https://orcid.org/0000-0001-5723-6573
mailto:klinderma@inbox.ru
https://orcid.org/0000-0002-4094-0430
mailto:mashulyamed@mail.ru

