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Pesiome

BeepeHune. CuctemMatn3aums epMaTockonmMyeckmx Npr3HakoB MOHOMOPMHbIX BbICbINAHWI NMPU MACTOLMTO3€E UMEET BaXHOe
npakTU4Yeckoe 3HayeHue.

Lenb. MpoBecT1 aHanm3 fepMaToCKONUYeCKUX NaTTepHOB MOHOMOPMHbBIX BbICbINAHMI NPU MOHOMOPGHOM NATHUCTO-NANYNE3HOM
koxHoM MactouuTose (MMKM) n nHponeHTHoM cucteMHoM Mactouutose (MCM) 1 conocTaBuTb MOMyYeHHblE pe3ynbTaThl C NaTo-
MOpPdONOrMyeckMMm Npu3HakaMm MacToLmMTO3a.

Martepuanbl 1 MeToabl. B uccnenosaHme 6binm BKAKOYEHDI 6 feTen B BO3pacTe OT 4 £0 14 neT, 27 NnoApOCTKOB M B3pOCIbIX MALLMEHTOB
B Bo3pacTe 0T 15 8o 40 neT ¢ AMarHo3oM «NATHUCTO-NaNyNe3Hbl KOXHbIA MacTOLMTO3, MOHOMOPGHBIV TUR» U 3 nauueHTa (MUHK-
ManbHbIM BO3pacT 18 neT, MakcMManbHbIM — 54 roga) ¢ AMArHO30M KCUCTEMHbIA MHAONEHTHbIM MACTOLMTO3%», HAXOAMBLUMXCS MO,
HabntopeHnem B NBY3 «MOCKOBCKMIA LLeHTPp AepMaToBeHeponormmn n kocmetonormys ¢ 2022 no 2024 r. epmaTtockonuyeckoe uccie-
[L0BaHWe NPOBOAMIOCH C MUCMONb30BAHNEM MONSPU3ALLUOHHOW U UMMEPCUOHHOM AepMaTocKonum ¢ 20-KpaTHbIM YBENUYEHWEM.
Pesynbtatbl. XapaktepHbiMu 0cobeHHOoCTaMKM MOHOITTKM y neTer 9BMANCH Hanuune C1aboBbIpaXKEHHbIX COCYAMCTbIX MPU3HAKOB
(ToYeyHble COCyabl) U OTCYTCTBME MUIMEHTHOW NCEBLOCETU. Y MOAPOCTKOB WM B3POC/bIX HaNMYMe NMUIMEHTHOW CeTU Bblio BbisB-
neHo y 77,8%, vawe y MyxunH. COCyanCTbIA 3pUTEMATO3HbIN KOMMOHEHT Y B3POC/bIX Oblfl BbIPaXXeH MHTEHCUMBHEE, YEM Y AETEN,
n BbisBnancs y 74,1% naumeHntos. XXento-KopuuHeBble 6eccTpyKTypHble 061aCTH, KOPUUHEBbLIE PETUKYNSPHbIE MHUK (TUTMEHTHAs
nceefoceTb) 00yCn0BNEHbI TMMepnurMeHTaumer 6a3anbHOro Cnos KNeTok, B TO BPEMS KaK COCYAMCTbIA PUCYHOK Obln pesynbTa-
TOM pacWMpeHns AepMasibHbIX COCYLOB B COCOMKOBOM coe aepmbl. [1py MCM Habntofanuch BblpaXKeHHbIM COCYAMCTbIN NaTTepH
(MHTEHCMBHbIV 3pUTEMATO3HbIM DOH U PETUKYNSAPHBIA COCYAUCTbIA PUCYHOK) M 0Bsa3aTeNlbHOe NPUCYTCTBME MUITMEHTHOM MCeB-
pocetu. NMatomopdonormnyeckas kaptmHa MCM otanuanack ot MMKM npucytctBMeM nepmBacKynsapHbIX AMMBOMOHOLMUTAPHbIX
MHOUNBTPATOB M HE3HAYMTENBHOIO YMCNA 303MHODUNbHBIX FPaHYNOLMUTOB.

BbiBoabl. B HacToswem mnccnenosaHuu Bnepsble 6biin CUCTEMATU3UMPOBAHbI BO3PACTHbIE AEepMATOCKOMMYyeckme 0CobeHHOCTH
MOHOMOP®HbIX BbICbIMAHWI NPKU MACTOLMTO3E, @ TakKe NPOBEAEHO COMOCTaBAEHNE 3TUX 0COBEHHOCTEN C NAaTOMOPPONOrMYECKUMM
npusHakamu MMKM 1 MCM,
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Abstract

Introduction. Systematization of dermatoscopic signs of monomorphic rashes in mastocytosis has important practical significance.
Aim. To carry out an analysis of dermatoscopic patterns of monomorphic eruption in monomorphic maculopapular cutaneous
mastocytosis (MMPCM) and indolent systemic mastocytosis (ISM) and compare the results obtained with pathomorphological
signs of mastocytosis.
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Materials and methods. The study included 6 children aged 4 to 14 years, 27 adolescents and adult aged 15 to 40 years with
a monomorphic type of maculopapular cutaneous mastocytosis (MPCM) and 3 patients (minimum age 18 years, maximum -
54 years) with indolent systemic mastocytosis (ISM), who were under observation at Moscow scientific and practical Center
of dermatovenereology and cosmetology from 2022 to 2024. Dermatoscopic examination was performed using polarization and
immersion dermatoscopy with 20-fold magnification.

Results. The presence of mild vascular signs (punctate vessels) and the absence of a pigment pseudonetwork were the features
of monoMPCM in children. In adolescents and adults, pigment network was detected in 77.8%, more often in men. The vascular
erythematous component in adults was more intense than in children and was detected in 74.1% of patients. Yellow-brown
structureless areas, brown reticular lines (pigment pseudonetwork) are due to hyperpigmentation of the basal cell layer, while
the vascular pattern was the result of dilation of vessels in the papillary dermis. With ISM, a pronounced vascular pattern
(intense erythematous background and reticular vascular pattern) and the obligatory presence of pseudonetwork were observed.
The pathomorphological picture of ISM differed from MPCM by the presence of perivascular lymphomonocytic infiltrates and
an insignificant number of eosinophilic granulocytes.

Conclusion. In this study, age-related dermatoscopic features of monomorphic rashes in mastocytosis were systematized for

the first time and compared with the pathomorphological signs of MPCM and ISM.
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BBELOEHME

MactoumnTo3 - peakoe 3aboneBaHwue, xapakTepusylole-
€Cs reTeporeHHbIMM KIMHUYECKUMU NPOSIBNEHUSMMU, B OCHO-
BE MaToreHesa KOTOPOro NeXMUT YpeamepHas nponudepaLms
QHOMarbHbIX KNOHANbHbIX Ty4HbIX KneTok (TK) B pa3nnyHbIx
KOXHbIX M BHEKOXHbIX JIOKaNN3aLMAX, TaKMX KaK KOCTHbIW
mo3r (KM), ceneseHka, nMMdaTUyeckme y3nbl U XenyaouHo-
KuwweyHbi TpakT (KKT) [1]. McTopuyeckn cnoxmnnocb MHeHMe,
YTO MaCTOLMTO3 ABASETCS AMArHOCTMYECKOM NpobnemMon ns-
3a COBOKYMHOCTW HEOLHOPOAHbBIX U Hecrneunduyeckmx cum-
MTOMOB, YTO OTPaAXaNoCb Ha oLeHKe 3a60NeBaeMoCTu U pac-
npocTpaHeHHoCTH 3abonesanus [2]. Mo paHHbLIM aHanu3a
3a60/1eBaeMOCTH KOXHbIM MacTounTo3om (KM), B Mockos-
CKOM permoHe nokasaTtesn MOoryT BapbMpoBaTb OT 3,63 ciy-
yaa o 16,61 Ha 100 000 petckoro HaceneHus [3]. Pacnpo-
CTPaHEHHOCTb cucTeMHoro mactoumtosa (CM) B Espone
cocrasnsieT 1/10 000 B3pocnbix, a npegnonaraemas 3abone-
BaemocTb — 1/100 000 B rog [2].

MacToumnTo3 pasBMBaeTCs B pe3ynbTate akTMBALMOH-
HOM MyTaumu noBepxHocTHoro peuentopa KIT, kotopbin
yyacTByeT B nponudepaunn psana KNeTouyHbiX AMHUI, Ta-
KMX KaK TyYHble KNeTKM, MENAHOLUMTLI, MONIOBbIE U FEMOMO03-
TMYeckue KneTku. 3aboneBaHune NposBseTca B BUAE ABYX
OCHOBHbIX BapMaHTOB: KOXHOIO0 MacToLMTO3a U CUCTEMHO-
ro macroumtosa [1].

Hanbonee pacnpocTpaHeHHOW (GOPMOWN KOXHOMO
MacToumtosa (KM) aBnsetcs nATHUMCTO-NanynesHbli KoX-
HbIi MacTounTo3 (MMKM) [4, 5]. BcemnpHas opraHusaums
3apaBooxpaHeHusa (BO3) Bbigenser ABa TMna MATHUCTO-
nanynesHoro KOXHOro MacTouuTosa: MOHOMOP®HbIN (MO-
HOMMKM) n noanmopdHbin (nonulMNKM) [6, 7]. MoHo-
MopdHbIM TUN [MKM, KoTopbil 4awe BCTpevyaeTcs y
B3POC/bIX, HO TaKXe MOXeT HabnoaaTbCs y AeTer u noa-
pOCTKOB, NPOsBASETCA HEOONbLWMMU, KPYTbIMU, B OCHOB-
HOM MIIOCKMMU, KOPUYHEBBIMU UM KPACHBIMU NATHUCTBIMMK

(NATHMCTO-Nanyne3HbIMU) BbICbINAHUAMM, KOTOPblE 0BObIYHO
MMeIOT LieHTpanbHoe, CUMMEeTpUYHOE pacnpeneneHme no
TeNy U KNacCMYeCcky OTCYTCTBYHOT HA KOXKE LleHTPanbHOM Ya-
CTW M3, NAJOHAX M nojowBsax [5].

KnuHuyeckas kapTMHa MactoumTosa KpaiHe Bapuabesb-
Ha, a BOB/IEYEHME B NPOLECC PA3HbIX OPraHOB U CUCTEM MO-
XeT noTpeboBaTb MHOrONPOMUALHOIO AMArHOCTUYECKOrO
noaxona. KnMHMLUMCTbI LOMKHBI MPOBOAUTL KOMMNEKCHYIO
OLLeHKY MPU3HAKOB M CMMMTOMOB, yaensas ocoboe BHMMA-
HUe (QakTopaM, Bbi3blBAKOLWMM akTuBaumio TK, 1 nonHoMy
aHaMHe3y H6one3Hu, BKNOUAs Hannymne NOBTOPHbIX aHadu-
NAKTUYECKMX 3NM30L0B NOCAe yKyCca NepenoHYaToOKPbIbIX
HacekoMmbIx [2, 8]. HeoBbACHUMBIN 0CTEonopo3, 0COBEHHO
Y MYXUWMH, @ TakKe HeobbicHMMas nnumdbageHonatmsa u/mnm
CNAeHOMeranus MOryT Bbi3BaTb MOAO3PEHNE HA CUCTEMHBIN
MacToumnto3. OfiHako y 60NbLIMHCTBA B3POC/bIX MAcTOLMUTO3
NO-NpexHeMy AMArHoCcTMpyeTcs 6n1arofaps HamMuMI0 Kox-
HbiX npossnexnii [8, 9]. CneayeT OTMETUTb, YTO BbIChINAHKS
Ha KoXe 0053aTenbHO MPUCYTCTBYHOT NPU BCEX KIMHUYECKMX
$hopMax M TMNAax KOXHOMO0 MacToumTO3a, a Takke Npu UHAO-
NeHTHOM cucteMHoM mactoumTose (MCM) [8]. CornacHo es-
ponencK1MM LaHHbIM, Yy B3pocibix B 6onee yem 90% cnyvaes
MMEIOTCS MOHOMOPdHbIE BbIChINaHMA Ha Koxe [8].

TakuM 06pa3oMm, BU3yanu3aLmnsg MOXeT UrpaTb BaXHYH
ponb B BbIIBNEHUM U XapaKTepuCTuKe nposeneHuit 3abo-
neBaHus. C 3TOM LeNblo MCNONb3YHTCS MeToAbl A4epMaTo-
CKOMWYECKOro MCCNeaoBaHMs BbiCbiNaHMi Ha koxe [10],
peHTreHorpadumn 1 CKaHMPOBAHUS KOCTEN, HO TaKXKe MarHuT-
HO-PEe30HaHCHOW ToOMOrpaduun 1 KOMMNbKTEPHOM TOMOrpa-
duu, KoTopble NMpU OLEHKe OTAMYMTENbHbIX 0COBEeHHOCTEN
3aboneBaHUs MOTYT pa3nnyaTbhCs No YyBCTBUTENbHOCTM [11].

TpaAMUMOHHO AMarHocTMka ntboi KnMHMYeckon dop-
Mbl MaCTOLMTO3a C/IOXKHA M OCHOBbLIBAETCA Ha PU3MYECKOM
0CMOTpE, AaHHbIX NAaTOMOPdONOrMYEeCcKOro UCCnenoBaHus,
reHeTMYeCKOM TeCTMPOBaHWM U pesynbTaTax nabopartop-
HbIX UccnepnoBaHmi [8]. MocTaHOBKa AMarHo3a MoXeT BbiTb
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3aTpyLHEHa M3-3a peAKoCTM 3TOro 3aboneBaHns, MHOXeCTBa
Hecrneunduyeckmx CUMNTOMOB M Cy6bEKTUBHOCTM BOCNPY-
ATUS pe3ynbTaToB BM3yanusauuu. NMoHnMaHue Mmopdono-
MK MacToLMTO3a U ero KIIMHUYECKUX NPOSIBNEHUI BMeCTe
C OLEHKOM COOTBETCTBYIOLMX PE3YyNbTaTOB BU3yanusauum
MOXeT NMOMOYb B paHHEN AMArHOCTUKE U BbibOpe TaKTUKK
ONTMMANbHOIO SIeYEHUS NALMEHTOB.

Llenb - npoBectu aHanu3 aepMaToCckonuyeckmx natrep-
HOB MOHOMOP®HbIX BbICbINAHUA Npu MoHOMOpdHOM [MKM
n nHgoneHTHoM CM 1 conocTaBuTb NOAYYeHHbIe pe3ynbTaThl
C NatoMopdonorMyeckMmMm NpusHakaMm MacToumTosa.

MATEPWAJIbI U METO/AbI

B uccnenoBaHue 6binm BKOYEHbI 6 feTel B BO3pacTe OT
4 no 14 net, 27 noopOCTKOB M B3pOUIbiX NALMEHTOB B BO3pac-
Te o1 15 0o 40 neT c AMArHo30M «NSTHUCTO-NaNyNe3HbIA KOX-
HbIM MacTOUMTO3, MOHOMOP®HBIN TMN, Q82.2» 1 3 naumeHTa
(MMHMManbHbIA Bo3pacT 18 net, MakcMManbHbIM — 54 roga)
C AMArH030M «CUCTEMHbIM MHOONEHTHbIM MacToLmTo3, C42.1%,
HaxoAMBLUMXCS Nof HabnogeHneM B MOCKOBCKOM LIEHTpe
nepMatoBeHeposiormm u kocmetonorun ¢ 2022 no 2024 r.
BceM naumeHTam KNMMHMYECKUIA AMarHo3
6bln NoaTBEpPXKAEH NaToMopdonoruye-
CKMM MCCNenoBaHUEM.

[lepMaTtockonuyeckoe MccnenoBa-
HWe BbICbINAaHWI MPOBOAMNOCH NpU MO-
MOLLM YCTPOMCTBA AN AMHAMUYECKOTO
KNMHWKO-UHCTPYMEHTANbHOTO Habnto-
[EeHMS 33 NaUMEHTAMU C MOPAKEHUS-
Mu Koxu (MaTeHT Ha nonesHyt Moaenb
Ne177110 ot 17.04.2017 r.). OepmaTo-
CKOMUYECKoe MccnefoBaHne NpoBoaum-
NOCb C UCMOMb30BaHWEM NONSIPU3ALMOH-
HOW M UMMEPCMOHHOM AepMaToCKonum
¢ 20-kpaTHbIM yBenuyeHuneM. Bo n3be-
XaHue Konnanca Kanwnnspos Aasne-
HWe Ha BbICbINAHWE MUHUMK3UPOBANOCH.
Y nauMeHTOB C PacnpoCTpaHEHHbIM
KOXXHbIM MPOLLECCOM OLIEHWBANW He Me-
Hee [BYX 31E€MEHTOB ANg yyeTa BCex
BO3MOXHbIX J€pMaTOCKOMMYeCKMX nat-
TepHoB. [1py onucaHum naTTepHoB Hbina
MCNOMb30BaHA COOTBETCTBYOLLAN Tep-
MWUHONOIMS, OCHOBAHHASN Ha KOHCEH-
CYCHOM [0OKyMeHTe MexayHapoaHoro
obuiectea nepmatockonuu [12]. B no-
CnefyowWeM Ans Kaxkaoro naumeHTa co-
MOCTaBAANN BbISIBNEHHbIE AEPMATOCKO-
nuyeckue natTepHbl C pe3ynbTaTaMu

BK/IOYaNa KONMYECTBO M NPOLEHT NauneHToB ¢ MOHOITKM,
a TaKkxke pacnpegeneHue nNauMeHToB Mo YacToTe BCTPEYaeMo-
CTW LepMaTOCKONUYECKMX MaTTEPHOB.

Smudeckas 3kcnepmu3sa

MpoBeaeHWe nccnefoBaHMS COrMAacoBaHO C NOKaAbHbIM
KOMUTETOM Mo 3TUKe npu [BY3 «MockoBCKMIA LieHTp oepma-
TOBeHeponoruun n kocmMetonorumn» Ne58 or 31 mapta 2022 r.

PE3YJIbTATbI

MoHolMKM sBnseTca pegknM TMIOM MacToumMTo3a y fe-
Ten. [1nsg MOHOMOPMHbBIX KOXHbIX BbICbIMAHWA B AE€TCKOM BO3-
pacTe XxapakTepHO OTHOCMTENbHO HeBOMblLIOE KOMMYECTBO
anemeHToB (0T 10 no 40-50), cBeTNO-KOPUMYHEBOE OKpPaLUU-
BaHWe, OTCYTCTBME CYOBEKTUBHbIX OLLYLLEHMIA. Y BCEX HAbMtO-
[aeMbIX HaMu feTelt (N = 6) BbICbINAHMS HA KOXe TyN0BMLLA
M HUKHUX KOHEYHOCTEN Obln BHELWHE CXOLHbI C HEBYCaMU
W NONToe BpeMs He NPUBNEKANM BHUMAHME poauTenen na-
umeHToB (puc. 1A, 2A). ®eHomeH [apbe Bbln OTpULATENbHbI
nnun comuutenet (puc. 1B, C).Mpu faHHOM TUNe MacToumTo3a
natoMopdosnormyeckoe uccnefoBaHne buontata Heobxoam-
MO 1S NOATBEPXKAEHUS AMArHO3a.

PucyHok 1. MoHOMOpPdHbIe NITHUCTbIE BbICbINMAHWS HA KOXE TYNOBMULUA Y AEBOYKM 7 NeT
Figure 1. Monomorphic macular lesions on the skin of the trunk of a 7-year-old girl

A - B nokoe; B - npu TpeHuu nerkoe nokpacHerue; C — 4€PMaTOCKONMUECKas KapTUHA: KeNTO-KOPUUHEBbIE BECCTPYKTYPHbIE
061acTH, TOUeUHbIe COCYAbl, C1aBOBbIPAKEHHAS IpUTEMa

Ta6nuya 1.4acTota BbISIBNEHWS 4EPMATOCKOMUYECKMX NMPU3HAKOB Y AETel MYXCKOro U
YKEHCKOr0 Mona ¢ MOHOMOP®HBIM NITHUCTO-NAMyNe3HbIM KOXHbIM MacToLMTO30M, abc., %

Table 1.Frequency of detection of dermatoscopic signs in children with
maculopapular cutaneous mastocytosis, abs, %

naToMopdOI0rMyeckoro UCCIeoBaHus.
HeobxoanMbiit pasmep BbIOOPKM Ha
3Tane NJaHUPOBAHUS UCCNEA0BAHUS

He paccyuTbiBaNW BBUAY PEAKOCTU Na-
TONOTUK. AHanu3 AaHHbIX BblN BbIMON-

HeH C UCMONb30BaHMEM NaKeTa CTaATU-

cTnyeckux nporpamm Excel Microsoft
Office 365. OnucatenbHasa cTaTUCTUKa

Myxckoit (n = 3) 2(66,7%) 1(33,3%) 2(66,7%)
Keckuii (n = 3) . 3(100,0%) 3(100,0%)
Wroro (n = 6) 2(33,3%) 4(66,7%) 5 (83,3%)
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Mpu pasfpaxeHuu 3N1eMeHTOB Ha-
61100aeTCq He3HAUUTENbHAS TUNepemMus,
BONAbIPb He obpa3zyeTcs. [InHaMuka 13-
MEHEHUS BbIPAXXEHHOCTU COCYAUCTOrO
pUCYHKa NpuU BbINOAHEHUN dheHoMeHa
[apbe xopowo 3aMeTHa Npu gepMato-
CKOMUYeCKoM nccnenoBaHum (puc. 3A, B).

XapakTepHble NMpU3Haku AepmaTo-
CKOMUYECKOW M FTUCTONOrMYeCKOn Kap-
TUHBI Yy feTer ¢ MoHOMMKM (n = 6) oT-
paxeHbl B mabsa. 1 v Ha puc. 2, 3.

Mpn LepMaToCKOMMYeckoM uccne-
[LOBaHUM MOHOMOP®HbBIX BbICbIMAHUA
Yy NOAPOCTKOB W B3POC/bIX B MATHUCTbIX
3eMeHTax BbIsiBNEHbl BeccTpykTyp-
Hble 06N1aCTn XenTo-KOPUYHEBOTO LBe-
Ta, MUIMEHTALMS NO TUMY NCeBAOCETH
(puc. 4B, C), cnabo mnu ymepeHHo Bbipa-
YEHHBIW COCYAMCTbIA NaTTeEPH accuMe-
TpuyHoro xapakrtepa (puc. 5B), ymepeH-
Hag 3puTEMa B npunerawwwmx obnacrsax
(puc. 5).Y Bcex naumeHToB HE3aBMCMMO OT
BO3pacTa B Oyarax BM3yanm3npoBanmCh
COXpaHEHHble NPUAATKU KOXM U HensMe-
HEHHble CTEPXHM MYLLKOBbLIX BOMOC. Ya-
CTOTa BbISABNEHMS AEPMATOCKOMUYECKNX
MPU3HAKOB B MATHUCTbIX MOHOMOP®-
HbIX 3NEMEHTAX OTPaXKeHa y NOAPOCTKOB
n B3pocblx ¢ MMNKM B ma6n. 2.

KnuHunueckn npusHak Oapbe c 0bpa-
30BaHMeEM BONAbIPS BbisBasnca y 9 na-
LMEHTOB (4 MYXYMHbI U 5 XKEHLWMH).
Mpn fepMaToCKONMYECKOM MCCneno-
BaHUM —y 15 naumeHToB (13 MyxX4umH
N 2 XEHLUMHbI).

Y naumeHToB ¢ MCM BbipaxeHHOCTb
COCYAMCTbIX A,EePMATOCKOMMUYECKMX NPU-
3HaKoB OTMevanacb B Honblien crene-
HY, YyeM y BonbHbIx KM (puc. 6). DeHo-
meH Japbe npu MCM mHTepnpeTtunpo-
BaJICS KaK NONOXUTENbHbIN C GOPMUPO-
BaHWEM BOAAbIPS. YacToTa BbiSBAEHMS
[lepMaToCKOMMYEeCKMX NPU3HAKOB Yy Na-
unenToB ¢ MCM B BbICbIMAHMSAX OTpaxe-
Ha B mabn. 3.

B ma6n. 4 cymMnpoBaHbl faHHble,
MONyYeHHble Mpu aHanuse KAnHuye-
CKMX NMPOSIBNEHMI Ha KOXe Npu Aepma-
TOCKOMWYECKOM MCCNeA0BaHMMU B COMO-
CTaBEHUM C NATOMOPHONOTUHECKMMHU
npu3Hakamu.

OBCY>XOEHUE

CuctematMsaums AepMaToCcKomnu-
YECKMX MPU3HAKOB MOHOMOPPHbIX
BbICbIMaHMM NpPU MacTOUMTO3E UME-
€T BaHOe MpaKTUYECKOe 3HauYeHwue.

PucyHok 2. MOHOMOPHbIE BbICbIMAHMS HA KOXE HUXKXHWUX KOHEYHOCTEMN
Figure 2.Monomorphic lesions on the skin of the legs

jhiL2

@ l'._- i —memms

A - KIMHMYeCKas KapTUHa; B — fepMaTockonmuyeckas kapTuHa: CBETNI0-KopuuHeBble 6eccTpykTypHble obnactu; C - kieTku MHGUb-
TpaTa pacrnonoXeHbl B CETYATOM C10€ AiepMbl, IPYNNMPYIOTC BOKPYT COCYAOB M NPUAATKOBbIX CTPYKTYp, OKpacka reMaToKCUAUH-
3031HOM, yBenuyerne x200; D - nokasaHo npeobnagaHue B COCTaBe MHOUILTPATA, IOKANN30BAHHOTO B CETYATOM CJI0E epMbl,
TKaHeBbIX 6a30()1N0OB, OKpacka TONYMAUHOBBIM CUHUM, yBenuyerune x100

PucyHok 3. MOHOMOP®HbIN TN NATHUCTO-NANYNe3HOro KOXHOro MacToLMTOo3a
Figure 3. Monomorphic type of maculopapular cutaneous mastocytosis

© s © 3

A - fepMaTockonuyeckas KapTuHa o4ara B nokoe; B - aepMaTockonuyeckas KapTuHa o4ara npu onpeaenequn deHomeHa [lapbe;
C - KNeTKM MHUBTPaTa I0KANU3YIOTCS MPEUMYLLLECTBEHHO NEPUBACKYNSIPHO B BEPXHUX OTAENAX AePMbl, OKpacka reMaToKCUANH-
3031HOM, yBenuyeHne x100; D - TkaHeBble 6a30dunbl B cOcTaBe MHDUNLTPATA, OKPacka TONYMANHOBbLIM CUHUM, yBennyeHne x100
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© Ta6nuya 2.YacToTa BbISBNEHUS AEPMATOCKONMYECKMX NPU3HAKOB Y NOAPOCTKOB M B3POCUIbIX NALUEHTOB MYXCKOTO U KEHCKOIO
nona c MOHOMOPMHbIM NATHUCTO-NANYNe3HbIM KOXHbIM MacToLMTO30M, abc., %
© Table 2. Frequency of detection of dermatoscopic signs in patients with maculopapular cutaneous mastocytosis, abs, %

Yento-kopuuHeBbie, PeTtukynsipHbie MHuM, YenTo-kopnuHeBbie CocynucTblit NATTepH (MHEHbIe
KOpU4HEBble nceBAOCeTb (KOPUYHEBbIE IMHUM,  GeccTpyKTypHbie o6nactu COCYAbl, PETUKYNSIPHbIE COCYABI,
6eccTpyKTypHble 06M1acTM  pacnoNoXeHHbIE B BUAE CETKM) € nepudepuyeckoit 3puTemMoii TOYEYUHbIE COCYAbI)
Mysckoi (n = 20) 20 (100,0%) 18 (90,0%) 17 (85,0%) 4(20,0%)
KeHckuit (n =7) 7(100,0%) 3(42,9%) 3(42,9%) 5(71,4%)
WUroro 27 (100,0%) 21 (77,8%) 20 (74,1%) 9 (33,3%)

© PucyHok 4.TlaupeHTka ¢ MOHOMOP®HBIM NATHUCTO-NAMNYNe3HbIM KOXHbIM MacTouuTosom, 17 net
© Figure 4.Patient with maculopapular cutaneous mastocytosis, 17 years old
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A - MOHOMOP®Hble BbICbINAHUS Ha KOXe CNUHbI; B — fepMaTockonuyeckas KapT1Ha: XenTo-KopuuHeBble 6eCcCTPYKTYpHble 061acTi, ToueuHble cocyabl; C - AepMaTocKonuyeckas KapTuHa: NceBaoceTb;
D - B nepMe onpefensioTcs NepuBackynspHble MHOUALTPATbI BOKPYT COCYA0B MOBEPXHOCTHOTO M rNY6OKOro CNneTeHus, OKpacka reMaToKCUIMH-303MHOM, yBenndenune x100; E - B undunstpare
onpeaenseTcs NpUMech TKaHeBbIX 6a30PUNOB BbITAHYTOM GOPMbI, KOTOPbIE Ha OTAENbHbIX YHACTKaX PacNpOCTPAHSIOTCS MHTEPCTULIMANBHO, OKPAcKa TONYMAUHOBBLIM CUHUM, yBenuyeHue x200

© PucyHok 5.MaupneHTka ¢ MOHOMOP®HBIM NATHUCTO-NAMNYNe3HbIM KOXHbIM MacToLmMTo30M, 19 net
© Figure 5.Female-patient with maculopapular cutaneous mastocyt05|s 19 years old

Fh ,11

A- Mouomopd)the BbICbINAHMA HA KOXe XXWBOTA, B- AepMaToCKONUYeCcKasa KapTuHa: XXenTo-KoOpU4yHeBble 6eccrpyKTypr|e 06nacm PETUKYNAPpHaa coCyaucTan cetb, TOYEYHbIE COCYAbl;
C- AepMaToCKonU4ecKasn KapTMHa: yMepeHHasa 3puTemMa B npunerarowmx obnactax

210 | MEOVUMHCKUM COBET | 2024;18(23):206-214



PucyHok 6. [lepMaToCKOMMYeCcKas KapTuHa y NaLUMEHTKM C MHAOMNEHTHbIM CUCTEMHBIM MACTOLMTO30M, 43 roaa

Figure 6. Dermatoscopic picture in a female-patient with indolent systemic mastocytosis, 43 years old
¥ - - r-\?-'_ W T L ]

A - MOHOMOp(HbIe BbICbINAHMUS Ha KOXE TYNOBULLA;

B - nepMaTocKonmMyeckas KapT1Ha: KeNnTo-KopuiHeBble
6eccTpyKTypHble 061aCTH, NCEBAOCETb, BbIpaXeHHas
3puUTEMa U PETUKYNSIPHAst COCYANCTasn CeTb;

C - nepuBackynspHble TIMMPOMOHOLUTAPHbIE
MHUNLTPATBI, B 4aCTU KNETOK MHOUALTPATa OTYETAMBO
onpenensioTcs BHyTpULMTONNa3MaThieckme 6asoduibHble
rpaHy”nbl. B coctae MHOMNLTPATOB Onpesensietcs
HebobLUas NPUMECh 303UMHODUIbHBIX FPaHYNOLUTOB.
MpocBeTbl COCYAO0B AMNATUPOBaAHbI, OTEK U HabyxaHue

b o % 3HAOTENMOLUTOB, OKPAcKa reMaToKCUANH-303UHOM,

o) yBenuyexwue x400;

D - uHbunbTpaT 06pasoBaH NpenMyLLecTBEHHO
TKaHeBbIMM TY4HbIMU KNETKaMK, KOTOPbIE Ha OTAE/bHbIX
y4acTKax pacnpoCcTpaHAKTCS MHTEPCTULMANLHO, OKpacka
TONYUAMHOBBIM CMHUM, yBenuuernune x200

Tabnuya 3. YactoTa BbIIBNEHUS AEPMATOCKONMYECKMX NMPU3HAKOB Y NALMEHTOB MYXKCKOMO M KEHCKOrO Nosia C UHAONEHTHbIM
CUCTEMHbBIM MacCTOLIMTO30M, abc., %
Table 3.Frequency of detection of dermatoscopic signs in patients with indolent systemic mastocytosis, abs, %

Xento-kopuuHeBble,  PeTuKynspHble KOPUUHEBbIE TMHUH, Xento-kopuuHeBbie Bbipa)keHHblii COCYAUCTDIN NaTTepH

KOpHuHeBble nceBAoceTb (KOPUUHEBbIE IMHMM,  GeccTpyKTypHble 06nacTi (nMHeliHble coCyAbl, PETUKYNSPHbIE

GeccTpyKTypHble 06MacTM  pacnonoXeHHble B BUAe CETKM) € nepudepuyeckoi 3puTeMoi  COCYAbI, TOHEUHbIE COCYAbI, JpUTEMA)
Mysckoi (n = 1) 1(100,0%) 1(100,0%) 1(100,0%) 1(100,0%)
XeHckuid (n = 2) 2(100,0%) 2(100,0%) = 2(100,0%)
Wroro 3(100,0%) 3(100,0) 1(33,3%) 3(100,0%)

Tabnuya 4. CooTBETCTBME AEPMATOCKOMUYECKMX U MATOMOP(ONOrMYECKMX NPU3HAKOB MOHOMOPMHbIX BbICbIMAHWIA NPU MOHOMOP®d-
HOM NATHUCTO-NaNyNe3HoOM KOXHOM MacTOLMTO3€e U UHAONEHTHOM CUCTEMHOM MacTOLMTO3e
Table 4. Correspondence of dermatoscopic and histopathological features of lesions

Makpockonu4eckue XapaKTepuCTHKU
BbICbINAHUH

Maromopdonoruyeckue
npu3HaKu

Jlepmarockonmecxue naTTepHbI

InNMAepMMC HOPMANbHOI TONLLMHI, TUNEPNUTMEHTALNSA

HeBocnanuTenbHble MUrMeHTHble NATHA (CBeTN0-KOPUYHEBbIE U XENTO-KOPUYHEBbIE 6a3anbHoro cn1os 6e3 NpU3HaKOB BbINAZEHMS NUTMEHTa.

(MpeumyLLeCTBEHHO Y feTeit) beccTpyKTypHble 061aCTH, TOYEUHble COCYAbI WHdunbrpatsl u3 TK B COCOYKOBOM 1 MPEMMYyLLECTBEHHO
B CETYATOM C110€ AiepMbl (pyc. 2)

CBETNO-KOPUYHEBBIE W XKENTO-KOPUYHEBbIE
6eCCTpyKTypHble 061aCTH, PETUKYISPHbIE
KOPUYHEBbIE JIMHWM, ICEBAOCET, yMEPEHHaS
3puTEMA B NpUIIETaoLMX 06N1ACTAX, pexXe -
NMHENHbIE M TOYEYHbIE COCYAbI

JNWAEPMUC HOPMANbHOM TOMLLMHBI, TUNEpNMIMeHTaLms 6asanb-
HOTO CN0s1 6€3 NPU3HAKOB BbIMAAEHUS NUTMEHTA. MHOULTPaTI
13 TK B COCOYKOBOM M CETYATOM (108X AiepMbl. [loBEPXHOCTHbIE
nepuBaCKYNAPHbIE MHAMNLTPAThI B COCOYKOBOM C/I0€ AE€PMbl

HeBocnanutenbHble MUTMEHTHbIE MATHA
Y M0APOCTKOB U B3POUIbIX

Xento-kopuuHeBble 6eCCTPyKTYpHble 061acTH,
PETUKYNSPHbIE KOPUYHEBbIE IMHUM, ICEBAOCETb, | [T0BEPXHOCTHBIE NEPUBACKYNSPHbIE MHQUALTPATLI
JMHeliHble cOCyAipl, 06pa3yloLune PeTUKYNSPHBIA | B COCOYKOBOM C/0€ AePMbl, MHUALTPaThl B COCOYKOBOM
Y30, TOYEYHbIE COCYApI, 3PUTEMA Pa3NUYHOI W CETYATOM CNOSIX iepMbl (pKC. 5)

CTENEeHU BbIPAXKEHHOCTH

BocnanuTenbHble KpacHo-KOpHYHEBbIE
NSTHa, Nanysbl (NTOAPOCTKM, B3pOCblE)

[lepMa Heckonbko OTeYHa, COCYANUCTbIN PUCYHOK YCUNEH, SHAOTe-
WA HaBYXLUMIA, NPOCBETHI COCYA0B PACLIMPEHDI, UMETCS pa3-
PO3HEHHble NepuBaCKYNSAPHbIE UHDUALTPATLI U3 TyUHBIX KNETOK,
(1Bp0o6NACTOB, TUCTUOLUTOB, peXe - 303MHODMIIOB (puUC. 6)

3pMT€‘Ma, pacliMpeHHble JMHeMHble cocynbl,
BbIpaXX€HHaA 3puTeMa C eiBa pa3nniuMbIM Xen-
TblM OKpalUMBaHNEM U MUrMEHTHOM NCeBROCETHI0

NUCM, nonoxutenbHblit GeHomeH [lapbe
(c bopmmupoBaHMeM BonAbIps)
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MN3BecTHO, 4TO MACTOLMTO3 MOXeET AebTrpoBaTh B N10H6OM
BO3pacCTe, @ KOXHble BbICbINAHUS SBASKOTCS 3HAYUMbBIMU KIU-
HUYECKMMU OPUEHTUPAMU B MPaBUIbHON AMArHOCTMKE 3TOrO
penkoro 3aboneBaHus. B ocHoBe dopMmpoBaHus AnarHo3a ne-
XUT KIMHWUYECKAs AMArHOCTMKA (aHaNU3 KOXHbIX BbICbINAHWUA,
NONOXWTENbHbIN PeHoMeH [lapbe U CUMNTOMBI, BO3HUKAIOLLME
B pe3ynbrare AerpaHynsaumm Ty4HbIX KNEeTOoK) B COYETaHWUM C Na-
TOMOPONOrMYECKNM, UMMYHOFUCTOXUMUYECKUM U FeHeTUYe-
CKMM uccnenoBaHuaMu. nybokoe pacnonoxeHue MHOUMb-
TpaTta TK B peTukynapHon aepme npu MOHOMOPGOHOM Tune
MMNKM [13] moxeT cnocobcTBoBaTh GOPMUPOBAHMIO OTHO-
CUTENBHO CMOKOMHbIX» MUTMEHTHbIX BbICbINAHMIA C OTCYTCTBM-
€M pe3Ko MNoAoXKWUTENbHOrO peHoMeHa [lapbe, YTo B KOHEYHOM
uTOre NPUBOAMT K CNOXHOMY AMbdepeHUmManbHOMY AMarHo-
3y. B Takmx cuTyaumsax 4epMaTockonus MOXET BbiTb NOME3HbIM
[LOCTYMHbIM AUArHOCTUYECKMM UCCIIEA0BAHMEM, YNPOLLAOLLMM
anropuT™M NOMCKA NpaBWbHOrO AMarHo3a. Mpu AepMaTocko-
N1 MOHOMOP®HbIX BbICbINaHMI dheHoMeH [lapbe BblpakeH
gpye, yeM npm 06bl4HOM ocMoTpe (puc. 3A, B).

JIutepaTypHble AaHHble, NOCBALLEHHbIE M3YYEeHMI0 0CODeH-
HocTen pepmatockonum MOHOIIKM, KpaiiHe cKyaHbl, @ Npu
NCM - otcytctBytoT. Cnctematnyeckuin 063op M. Stawinska
et al. 2022 r. npooeMoHCTpupoBan obumMe AepMaToCcKonm-
Yeckne NPpU3HaKK, XapakTepHble AN NSTHUCTO-Nanyne3Horo
KOXHOro MacToumtosa 6e3 geneHms Ha tmnbl [14]. K Hanbonee
pacnpoCcTpaHeHHbIM 1epMaTOCKONUYECKUM MPU3HAKAM aB-
Topbl 0630pa OTHEeC/IM CBETNO-KOPUYHEBbIE MATHA (BeccTpyk-
TypHble 0bnactu) (47,8%), nurmMenTHyto cetb (40,0%) m cocy-
[MCTblE Yy30pbl, BKAOYAS PETUKYNSPHbIE U TOYEYHble COCYabl
(12,2%). ABTOpbI 0630pa Takxke yKa3anu, YTo COCYaAUCTbIN Aep-
MaTOCKOMUYECKMIA NaTTepH Bbln HE3aBMCUMbIM NPOrHOCTUYE-
CKMM (DaKTOPOM HEOOXOLMMOCTU EXXEAHEBHOW aHTUMeLMATOP-
HoW Tepanuu [10, 14]. [ipyrue aBTopbl NOLTBEPLMAN HaNUYMe
MUIMEHTHOW ceTu (KOPUYHEBbIE PETUKYNSPHbIE NIMHUM) BO
Bcex cnyyasx MMNKM 6e3 ytouHeHms TMna (Ha KpacHOM, XenTo-
KOPWUYHEBOM MNK CBETNO-KOPUUYHEBOM (oHe) [14-18].

Mbl NpoaHanu3nMpoBanu 4epMaToCKoNnyeckue naTTepHsbl
Y NaLMEHTOB Pa3HblX BO3PACTHbIX rpynmn. XapakTepHbIMK 0CO-
6eHHocTaMu MoHOITKM y neteit 9BMAMCH Hannyme cnabosbl-
PaXK€HHbIX COCYAMCTbIX NPU3HAKOB (TOYEYHbIE COCYAbl) U OT-
CYTCTBME NMUIMEHTHOM NCEBAOCETU. Y NOAPOCTKOB 1 B3POC/bIX
HanmMymMe NUrMeHTHOM ceT Bblno BbiIIBNEHO Y 77,8%, valle
y My>k4mH. COCYUCTbINA 3pUTEMATO3HbIN KOMMNOHEHT Y B3pOC-
NbIX OblN BbIpAaXEH UHTEHCKMBHEE, YEM Y AETEN, U BbISBASCS
y 74,1% nauneHToB.

[pu cMCTEMHOM npouecce COCYAUCTbIN NaTTepH (3puTe-
Ma, IMHENHbIE U TOYEYHble COCYabl) Obl1 MHTEHCUBHO BbIpa-
XEH Y BCEX TPeX NaLMeHTOB. PETUKYNSPHbIA MUIMEHTHbIX NaT-
TepH (nceepoceTb) onpepenancs y scex nauneHtos ¢ MCM.

MOXHO NpeanonoXuTb, YTO BbIPAaXKEHHOCTb COCYAMCTOrO Nat-
TEpHa Npu «B3pOC/IOM» TUME NITHUCTO-NANYNEe3HOro KOXHO-
ro MacToumTo3a SBASETCS MHAMKATOPOM, Tpebytowmnm 6onee
NPUCTaNbHOro HabNAEHMS 33 NALMEHTOM: HAIMUME U YACTO-
Ta pa3BUTUS CUCTEMHBIX MEAMATOPHbIX CUMMTOMOB, KOHTPO/Ib
OpraHoOMeranuu 1 ypoBHs TPUNTa3bl.

BaxxHO OTMETUTb, YTO NepeyvncneHHble NPU3HAKKU He SB-
NATCSH CneUndUYHbIMU TONbKO A1 MacTOLMTO3a M LOMKHbI
MHTEPNPETUPOBATLCS TONbKO B COMOCTABEHMM C pe3ynbTaTa-
MU KIMHMYECKOro M NatoMopdOoNormyeckoro MccnenoBaHmm
(mabn. 4). KopuuHeBble peTUKynspHble TMHUKM (MCEBLOCETD)
cnepyet aubdepeHuMpoBaTb C MENAHOLMUTAPHbIMU HOBOO-
6pa3oBaHMaIMU UnKn aepmatodubpomoit. B ciyyasx BbisiBne-
HWS XKENTO-OpaHXeBbIX BeCCTpyKTYpHbIX obnacteit cnepyet
paccMaTpuBaTb AMATHOCTUKY HOBEHMUIbHOW KCaHTOrpaHyne-
Mbl, KCAHTOMbI, COIMTAPHOM PETUKYNOrMCTUOLMTOMBI, OMYXO-
NN CanbHbIX XKenes, HapyLeHWiA HaKOMIeHWS KepaTuHa v Apy-
rmx bonesHen [15].

BbiBOAbI

Llenbto LaHHOMO MCCNen0BaHMS SBUACS aHaNU3 AaHHbIX Aep-
MaTOCKOMWUYECKOro M NaToMopdOa0r1MyecKoro UccnefoBaHui
MOHOMOP®HBIX BbICbINAHWIA MPU KB3POCSIOMY» TUME NATHUCTO-
nanyne3Horo KOXXHOro MactoumTosa u nHaoneHTHom CM.

K ocHOBHbIM AepMaToCKONMUYeCKnM npmsHakam MoHol KM
OTHOCSTCS CBET/I0-KOPUYHEBbIE U XENTO-KOPUUYHEBble Hec-
CTPYKTYpHble 061aCT, KOPUYHEBbBIE PETUKYNSPHbIE TUHUK
(MMrmMeHTHAg ncespoceTs), nepudepuyeckas spuTeMa m nu-
HelHble U ToYeyHble cocynbl. [epBble ABa NMpM3HaKa Obiu
00ycnoBneHbl runepnurMeHTaumeit 6asanbHOro Cios KNeTok,
TUMUYHOM MCTONOMMYECKON OCODEHHOCTBIO KOXXHOrO MacToL M-
TO33, B TO BpEMS KaK COCYAMCTbIA PUCYHOK Obl pe3ynsTaToM
pacLwMpeHmns AepMasbHbIX COCYA0B B COCOYKOBOM CNI0€ AEPMbI.

Mpn MCM Habnoganucb BbIpaXXeHHbIN COCYAUCTbIN NaT-
TEPH (MHTEHCMBHbLIM 3pUTEMATO3HbLIA GOH U PETUKYASPHbIN
COCYAWCTBIN PUCYHOK) M 06s3aTenbHOe MpUCYTCTBUE MUT-
MEeHTHOM nceBaoceTu. [NatoMmopdonornyeckas kaptmHa MCM
otnmyanacs ot MMNKM npucytctBueM nepuBackynspHbIX M-
(HOMOHOUMTAPHBIX MHOWUABETPATOB M HE3HAYUTENLHOIO YMCNA
303MHODWBHBIX FPaHYNOLUTOB.

B HacTosweMm nccnenosaHmu Bnepsble HbiAM cUCTEMaTH-
3MpOBaHbl BO3paCTHble AePMATOCKOMNMUYeCckMe 0COBEHHOCTH
MOHOMOP®HbIX BbICbINAHMIA NPKU MACTOLMTO3€, @ TakxkKe Npo-
BEAEHO CONOCTaBNEHNE 3TUX 0COBEHHOCTEN ¢ matoMopdono-
rmyecknmm npmsHakamum MMKM n NCM.
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