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Annomauyusn

Macrouutos (MI]) — npezcraBiser cob60# TPYIIILY TreTepOTeHHBIX HEOIUIACTUYECKIX COCTOSIHUM, XapaKTEPU3YIOIIUXCS OBBIIIIEHHON mposude-
paryel ¥ HaKOIJIEHHEM TYYHBIX KJIETOK B PA3JIMYHbBIX OPraHaX U TKaHAX. B JaHHOM craThe Ipe/icTaBIeHbl HoBelmas kinaccudukanus MIT u
IPUHIUIB AUarHocTuKU. OT/IeJIbHO paccMOTpeHa Kaxzaas popma koxHoro MII ¢ pekoMeH/JalusAMU 110 Be/IeHUIO AIIMEHTOB ¢ JAHHBIM COCTOS-
HUEeM. B craThe IpuBeieH KJIMHHYECKHI MPUMep TUITHIHOTO IposiBiaeHus MI] y mosyroparo/ioBayioro pebeHka.
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Abstract

Mastocytosis is a heterogeneous group of neoplasms characterized by increased mast cells proliferation and accumulation in various organs and
tissues. The paper introduces the newest mastocytosis classification and diagnosis principles. Each type of cutaneous mastocytosis is discussed
separately, with the recommendations for the affected patients’ management. The paper reports the typical mastocytosis manifestations in a

1(1/2)-year-old infant.
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M acroruro3d (MII) — penkoe 3abosieBaHHE, KOTOPOE
IpezicTaBsieT cob0i pa3HOOOPA3HYI0 TPYIINY HEOoILIa-
CTHYECKUX COCTOSIHUM, ¢ XapaKTepHOU Nposudepamnuen Tyd-
HbIX ki1eTok (TK) B KOXKe, a Ipu HEKOTOPBIX dopmax (6osiee
THUITAYHBIX JJIs1 B3POCJIOTO BO3PACTa) U B KOCTHOM MO3Te, JIM-
(aTuyeckrx opraHax ¥ JIpyrux CUCTeMax opraHusma [1].
IlepBoe omucaHHEe THUIHUYHBIX KOXKHBIX MpOsiBieHuir MI]
omy6skoBaHo B 1869 r. E. Nettleship u W. Tay, Torga yuensie
oTHecsin 3ab0JieBaHUE K XPOHUUYECKOW KpAIlMBHUIIE, OCTaB-
JsIoIed ocse cebs Oypele matHa [2]. B 1878 r. A. Sangster
npezIoxkmwiI 0603HaUeHHe «IMUTMeHTHasi KpanuBHUIa» [3], a
B 1953 r. R. Degos BBes1 TepMUH «MacTonuTo3». B TeueHue
Muorux Jjier MII cumTasics HMCKIIOUHMTENIHFHO 3a00JI€eBaHUEM

KO3KH, OJTHAKO B 1949 T. BIIepBbIe ObLI OMKCAH CJIydail CUCTEM-
Horo MIT [4].

B 3aBucuMoOCTH OT pacCIpPOCTPAHEHHOCTH Ipolecca u
00’beMa BOBJIEUEHHBIX TKAHEW IPHUHSATO BBIJIEIATh KOXKHBIN 1
cucremubiii MIJ [5]. B mepBoM ciy4yae ypOBEHb MOPaKEHUH
OTPAaHUYHUBAETCS TOJIBKO KOXKeH, Takasi popma Haubosee xa-
paxTepHa /IS IeTel, B TO/IaBJISIONEM OOJIBIIIMHCTBE CIyYaeB
uMeeT I0OPOKAUYeCTBEHHO! TeUeHne, TPOXOUT K MOPOCTKO-
BOMY BO3pACTY U SIBJISIETCS caMOU 4yacToi. Bo BTopoM citydae
BOBJIEKAIOTCS BHYTPEHHUE OPraHbl (KOCTHBIM MO3T, TuMdaTH-
YeCcKUe Y3JIbl, CeJIE3€HKA, YKEeTyIOUHO-KUIIEeUHbIN TPAKT), Ta-
KO€ COCTOSIHHE OTMEYAeTCs y B3POCJIBIX HAIUEHTOB M OTHO-
cuTcs K rpyiie opdaHHbIX 3abosieBanuii [6]. YactoTta BeTpe-
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yaemoctu MI] nocruraer 1:10 000, OAHAKO MOKHO IIPEIIO0I0-
JKHUTDH O0JIee BHICOKHE 3HAUEHUs IIOKA3aTesisd, BBUAY HElTOCTa-
TOYHOU JIMATHOCTUKH JaHHOU IMaTOJIOTUH [7].

3tnonorua. HecMoTpsA Ha ABHYIO B3aUMOCBA3b C TeHETUYe-
cKkUMH (aKTOpaMHu, BOIIPOC STHOJIOTUH /10 KOHIIA HE H3yYeH.
B mepByI0 o4yepesp OcTaeTcs HEMOHATHBIM TPAH3UTOPHBIH Xa-
pakrep M1 y nereii mpu Haymuuu mytanuu [8]. Pazsutue MI]
V B3POCJIBIX CBSI3BIBAIOT C HAJIMYHEM CIeNH(PUIECKUX MyTa-
M TeHOB, KOTOPbhIE HOCAT CIIOPAJINYECKUN XapaKTep, HO MO-
TYT BCTPEYAThCS U CeMelHbIe caydyan 3a00eBanus [9].

MaTtoreHes. IlenTpanbHbIM 3BeHOM naroreHe3a MI] aB-
ssercsa TK, mpu gerpaHyssiquy KOTOPOU IIPOUCXOIUT BBIOPOC
6OJIBIIOTO KOJIMYECTBA MEIUATOPOB BOCITAJIEHUS, IIUTOKIHOB
¥ IIPOIYKTOB JKHPOBOro obMeHa [10]. B HOpMe maHHas peak-
M OTHOCUTCA K 3al[UTHBIM MeXaHH3MaM, OfHaKo mpu MIT
HOCHT TUIlEppernveKkuii xapakrep. Otmeuaercs kak IgE-ormo-
CpeZIOBAHHBIH, TAK U HEIMMYHHBIN MEXaHU3M JIeTPAHYJIAIH,
TPUITEPAMH B 3TOM CJIydae MOTYT BBICTYIATh (GparMeHTb
KOMILJIEMEHTA, ITUTOKUHBI, HEHPOIIENTH/IbI, ONOJIOTUYECKH aK-
THUBHBIE KOMIIOHEHTHI 51 HACEKOMBIX, a TaKKe psz dusmnde-
CKHUX U XUMHYeCKuX (pakTopos [11].

HopmanbsHoe paszButue TK TpebyeT B3auMoaedCTBUS
mexay dakropom pocra TK (Stem Cell Factor, SCF) u penen-
Topamu c-KIT, koTopble sKciipeccupyoTres Ha Membpane TK u
ABJIAIOTCA NTpoTooHKoreHamu. SCF crumysiupyer nposindepa-
nuio TK u npeoTBpalaeT mpek/ieBpeMeHHbIN arnonTo3s. [Ipu
MII BoisiBneHbl MyTaiuu 6enka c-KIT, koTopble MPUBOAAT K
yeusnenuio sddexra npu Bzaumozeiicrsuu ¢ SCF, kak pe3ysib-
taT — runepnponudepanusa TK, yBenudenue AauTeTbHOCTH
WX JKU3HU U YPe3MepHOH JerpaHyasanuu. [ToMuMO 3TOrO,
B3auMojieiicTBre (dakTopa pocta U IPOoTOOHKOreHOB c-KIT,
obHapyKeHHBIX HA MeMOpaHe MeJIAHOIIUTOB, IPUBOJIUT K CTH-
MYJIAIIUN UX Tpostudepanuy U n30bITOYHOMY CHHTE3Y MeJa-
HUHA, YTO OOBSACHSET SABJIEHHE IUTMEHTAuN 31eMeHTOB M1]
[10].

¥V 90% B3pocieix ¢ MII o6Hapy»keHa crienuduyeckas MyTa-
nus c-KIT D816V, Toraa kak getu ¢ M1 uMeT HAeHTUIHYIO
mytanuio c-KIT npumepHO B 35% ciy4daeB, y 40—50% HeTel
BBIABJIAIOTCA Apyrue Mytanuu reHa c-KIT, B OCTaJIBHBIX CIIy-
Jasx He 0OHAPYKEHO TeHeTUYeCKUX HapyleHuu [12, 13].

B coBpemenHo# kiaccudukaruu MII, mpunsToir Beemup-
HOH OpraHusanyei 3/[paBooXpaHeHus B 2016 r. (TabJ1. 1), BbI-
JleJIeHbl 2 OoJIbILIYe TPYIIbI, IPUHIUIIHAIBHO PA3JINYHBIE 110
BO3pacry 7iebroTa, 00beMy MOpa’keHUH U MPOrHo3aM 3aboJie-
Bauus [14]. Koxkupiii MII BeTpedaeTcst yaige CHCTEMHOTO H
TIpe/iCTaBJIeH TPeMs KJIIMHUYECKUMHU (OpMaMU: IATHUCTO-TIa-
myJie3HbIN (00J1ee U3BECTHBIN KaK MUTMEHTHAS KPAIIUBHUIA),
nudoysubrii MIT 1 macroruroma. 1o kiaccuduranuu 2016 T.
K KOKHOM popme MI] Takrke oTHOCcIH telangiectasia macula-
ris eruptiva perstans (TEMP, w1 TejleaHTUIKTA3USA TATHU-
crasi SpyNTHBHAS MEPCUCTUPYIOIAsi), /JII KOTOPOH Xapak-
TEPHO MOMUMO TUIIMYHBIX KPACHO-OYPBIX IATEH HAJUYUE Te-
JIEAHTUOKTA3UH Ha KOXKe IIeH, TPY/IH, IJIedax U BEpXHeH TpeTH
TPY/iM, BCTPEYAETCS Yallle Y B3pOCJIbIX KeHIuH [15]. Ha man-
HBI MOMEHT 3TO COCTOSIHHE PEIeHO He BBIJEJIATH B OT/IEIIb-
HYIO KJINHUYECKYIO POPMY, TaK KaK ero CBA3BIBAIOT C HH/IUBH-
JIlyaJIbHBIMH OCOOEHHOCTSIMHM BacCKyJIAPU3alUd KOXKH, KOTO-
pble He UMEIOT KJIMHUYECKOTO 3HAYEHUS U IPOTHOCTUYECKOH

Ta6bnuua 1. Knaccupukauyma

Table 1. Classification of mastocytosis

» Makynonanyne3Hbiii KM (nurmeHTHas
KpanuBHULA)

» QnddysHbIn

« MacTtoumToma KoXxu

KoxHbirn ML

« IHQONEHTHbIN cucTeMHbi ML
« Tnewowmin cucteMHbin ML
» CuctemHbI ML, accounmnpoBaHHbIin
C remMaTosIorMyeckrm HoBoobpa3oBaHyeM
+ ArpeccuBHbIn cuctemHbIi ML
» TYYHOKNIETOUHbIN NeNKo3

CuctemHbii ML

TyuHoKneTouHas
capkoma

BaxkHocTi. K cucremubiM MII OTHOCAT: MHOJEHTHBIH CH-
creMubIii MII; mieromuii cucremabii MII; cucremusiii MIT,
aCCONMUPOBAHHBIN C TEMATOJIOTUYECKIM HOBOOOpa30BaHUEM;
arpeccUBHBIN cucTeMHbIH MII; TYYHOKIETOUHBIN JIeiK03 [12].

OcHOBHasA 3a7ja4ya /IepMaTOBEHEPOJIOra JIMarHOCTHPOBAThH
MII, a Taxske nuddepeHnpoBaTh KOKHBIN U crucTeMHbI MI]
MesK/Ty coOOM: TPU HAJTMYUU NPU3HAKOB cucteMHoro MI] Ha-
IIPaBUTh NAI[MEHTA HA KOHCYJIbTAINIO K [eMAaTOoJIOTy JJIs IOJ-
TBEP:K/I€HUA TUATHO3A U OIIpe/Ie/IeHI s TAKTUKY JIEYeHH S, IIPU
HCKJIIOYEHUH SBJIEHUN CUCTEMHBIX (OpPM — JUHAMHUYECKOE
Ha0JII0/IeHYe NTAlleHTa U Ha3HaYeHNe CHMITOMAaTHIeCKOH Te-
panuu Mo HeoOXOUMOCTH.

OwvarHoctuka. /[y Bcex ¢dopm MIL xapakTepHO Hau4ne
BBICHIITAHNI (MCK/IIOUEHHEM sIBJsgeTcAa cucTeMHbI MII Ges
IIOpakeHUs KOKu). [IJIsl IepBUYHBIX 3JIEMEHTOB ITaTOTHOMO-
HUYHBIM fABJISIETCA MOJIOKUTENBbHBIN (peHoOMeH Jlapbe—YHHBI,
KOTOPBIA 3aKJIFOUAeTCs B BBICBOOOXKIEHUU MEIHATOPOB BOC-
nasienusa u3 TK npu MexaHUYECKOM pas/ipa’keHuu (TpeHre
IaTesieM ISATHA WM MAITyJIbl B TeUeHne 10—20 ¢). IIpu aTom
B TeueHHe 1 MUH HabJioaeTcsi o00pa3oBaHue BOJABIPS (OTEK 1
IIOKPACHEHHE 3JIeMeHTa IIPU OTCYTCTBUU PEaKIINU OKPYKaIo-
el 37I0pOBOY KOXKH, YTO OTJINYAET JIAHHBIH (DEHOMEH OT SIB-
JieHul gepmorpadusma) [12].

B X076 KIIMHUYECKUX UCCJIEZIOBAHUH OIpesieIeHo /1Ba ITHKa
3aboJieBaeMoCTHU: 55% ciiyuaeB 3abo0sieBaHUsI HAOIIO/AeTCs B
Bo3pacre 70 6 Mec, 35% MPUXOAUTCA HA BO3PACT 20—40 JIeT
[16]. Kak 6bL10 OTMEUYEHO paHHEe, /I B3POCIOTO HAaCeJIEHUS
XapaKTepHBI cucTeMHbIe GOPMBI, a JJIs JieTel — KoxkHble. I1o-
STOMY /Ul MAIEHTOB B BO3pacTe Imocje 18 jeT HeoOXOAIMO
KOMILJIEKCHOE 00CIIeZjoBaHNe, KOTOPOe BKJIIOUYAET: OIpesiesie-
HY€ YPOBHS CBIBOPOTOYHOU TPHUIITA3bI B KPOBH, KOCTHOMO3TO-
BYIO IIYHKITUIO [OIIpe/iesIeHe PeakIluy Ha TPUIITas3y U/ Wiu 00-
napyxxenue KIT-myramuu; umMmyHodeHoTunupoBanue TK
(CD25+ u/mnmu CD2+)], reHeTHUECKOE UCCIIEZIOBAaHUE KJIETOK
KPOBU U MOPaXEHHBIX OpraHoB Ha Hasmuue KIT-myranun.

KpurepreM MOCTaHOBKHU JHMAarHo3a «cucTeMHbIA MII» siB-
JIsieTcs Haytnyye 1 60JIBIIOro U 1 Majioro KpUTEPHs WiIN 3 Ma-
JIBIX KpuTepues (Tabi. 2) [14].

B nepMarTosiornyecKoy IpakTUKe BCeM IaIleHTaM, He3aBHU-
CHMO OT BO3pacTa, HeOOXOUMO HCCJIEZIOBAHME KDPOBH JIJIf
OTIpeZiesIeHNs] YPOBHSA CIBOPOTOYHOU TPUITA3HIL. Y B3POCJIOTO
IIpYU YPOBHE CHIBOPOTOUYHOM TPHUIITA3bI >20 HI/MJI Tpebyercs
KOHCYJIbTAllWsl TeMaToJIoTa JUIsl IPOBEJEHHS JUArHOCTHYe-
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Ta6bnuua 2. Kputepum nocTaHOBKW fiarHo3a «CMCTeMHbI ML»

Table 2. Systemic mastocytosis diagnostic criteria

Hanuune undunbtpatos TK (6onee 15 KNeTok) C MONOXKMTENbHON pPeakLmeil Ha TPUNTasy, BbIABIEHHbIE B KOCTHOM MO3Te 1/uin

Hanuuue >25% BepeTeHOBMAHbIX aTUnnyHbIX TK nnm >25% Hespenbix TK B 61MonTaTax KOCTHOrO Mo3ra U/unmn gpyrux opraHax

BbisBneHne TK B KOCTHOM MO3re, KPOBW U [PYrX BHEKOXKHbIX opraHax ¢ akcnpeccuernt CD25+ n/vnn CD2+

bonbLion

Kputepui LPYrX OpraHax v TKaHAX, KpomMe KOXu
N TKaHAX

Manble

Kputepun

NCKNIYEHNEM KOXN

BblfiBNeHMe aKkT1BaLMOHHOM TOYeYHOW MyTaLmy B KogoHe 816 reHa KIT B KpoBM, KOCTHOM MO3re uin pyrom opraHe, 3a

YpoBeHb TpUMTa3bl B CbIBOPOTKE KPOBM >20 Hr/MA (He UCMONb3YeTCs, e AOKa3aHO Hanmuve APYroro KNoHanibHOro MUEoVAHOro

paccTpoiicTBa)

CKUX TIpoueayp. ¥ JeTedl mokasarejab OObIYHO HAXOIUTCS B
rpeziesiax HOPMbI, OJJHAKO IPU BBIPAYKEHHBIX KOXKHBIX IIPO-
SIBJIEHUAX MOJKeT HAOJII0aThCs 3HAYUTEIHHOE ITOBBIIIEHUE
CBIBOPOTOYHOU TPHUIITA3HI € MOCIEAYIONTIM CHIKEHUEM JI0 pe-
(epeHCHBIX 3HAUEHUI B TeueHUe 1—2 JieT [12, 17—20]. Ectb
MHEHHe, YTO Y JieTel IIpYU YPOBHE CHIBOPOTOYHOH TPUIITA3BI
>100 HI/MJI He0oOXOJUMO IIpOBeZeHHE OHOIICHU KOCTHOTO
mo3sra [21].

KnuHuueckune ¢popmbi KoxkHoro ML,

ITamHucmo-nanyaesnas gopma xoxcHozo MI] (IITIKM),
6oJiee N3BECTHAS KaK «[TUTMEHTHASA KPAIIMBHULA» , UMEET pac-
NIPOCTPAHEHHBIN XapaKTep B BU/IE IIATEH UJIH MAITYJT OKPYTJIBIX
OYepTaHUH OT JKEJITOTO /10 KpacHO-KOPHYHEBOTO IBeTa. B 3a-
BHCHMOCTU OT Pa3MepOB 3JIEMEHTOB, UX OHOPOJHOCTH U JIO-
KaJTU3AIIH IPUHATO BBIJEIATH IBE TPYIIIIBL: IIOJTUMOPOHBIN U
monomopdusrit IITIKM [12, 20] (puc. 1).

A) Hoaumopdpnwtit IITIKM. Yaiie Bcero JaHHOE COCTOS-
HHUe HaOJIIofaeTcsl y JeTed, NpOSBIIAETCS B IEPBble 6 Mec
JKU3HHU WIH C POKJEHUS B BUJle MUTMEHTHBIX Hamy [12, 22].

Puc. 1. MAaTHucTO-nanynesHasa popma KoxkHoro ML,
Fig. 1. Maculopapular cutaneous mastocytosis (urticaria pigmentosa).

C TeueHHEM BpEMEHU OHH MOTYT IIPETEPIIEBATh U3MEHEHUs C
Pa3BUTHEM IIy3bIPEH IIPU CUJILHOM pa3JpakKeHuu, OJIAIIEeK B
0osiee TO37HEM BO3pacTe W IATEH B UCXOAe 3a00JIeBaHUS.
Yarre 3/1eMeHThI PA3PEIIAIOTCS TOJTHOCTHIO, PEXKe — ¢ Pa3BU-
THEM 04YaroB aTpoduy, HAIIOMUHAIOIINX AHETOJAEPMHUIO. JIJist
nosimmopdHoro ITTTKM xapakTepeH acCHMETPUYHBIA Xapak-
TEp BBICHIIAHUI C BO3MOXXHBIM BOBJIEUEHHEM BCEX YUACTKOB
Tesia (KOJKH TYJIOBHIIA, TOJIOBBI 1 KOHEUHOCTEH, 32 UCKITIOUe-
HHEeM KOXU Juna). JlJaHHOe COCTOSIHME HOCHUT A00poxade-
CTBEHHBIA XapaKTep, B OOJIBIIMHCTBE CJIyY4aeB CaMOCTOSI-
TeJIPHO pasperraeTcs K ImybepTaTy U He CBSA3aHO C PAa3BUTHEM
cucremHoro MIJ [12]. YpoBeHb CHIBOPOTOYHOH TPHUNTa3bl B
KPOBH, KaK IIPaBUJIO, B IIP€/ieJIaX HOPMbI HJIU HE3HAUHUTEILHO
noBkIIeH [12, 18—20]. etu ¢ mosumopdubiM I[TITKM HOp-
MaJIBHO IIEPEHOCAT BAaKIIMHAIUIO, B PEAKUX CJIydassx IPU pac-
IIPOCTPAHEHHOM IIPOIlecce MOKET HAOJIIOJIaThCA aylyleprude-
cKasi peakius [22].

B) Monomopdgmuwtit ITITKM. 3avactyio MOHOMODP(MHBIH
TITTKM, B oTin4yue OT OJTUMOPGHOTO, 1e0I0THPYET BO B3POC-
JIOM BO3PACTe C BBICHIIIAHUH Ha KOXKe HIKHEH YaCcTH JKUBOTA U
Oeziep, KOTOPBIE MOTYT MeJIJIEHHO PACIIPOCTPAHATHCS Ha TYJIO-
BHUIIE, BEPXHUE U HIDKHHE KOHEUHOCTU. ChINlb IIPeJICTaBIeHa
OKPYTIJIBIMH IVIQJIKUMU IAIyJIaMH, pa3MepaMu 2—5 MM, IyTbh
BO3BBIIIAIOIINMUCS HAJT HOBEPXHOCTHIO 37I0DOBOH KOXKH, IIBET
MOZKET BapbHUPOBATh OT KEJITOTO /JI0 KOPUYHEBOTO [23, 24].
B 95% citydaeB y B3pOCJIOrO HaCeJIEHUS JAHHOE COCTOSTHHE ac-
conuupoBaHo ¢ cucreMubiM MI] [23, 25]. B peakux ciaydasx
KJIMHUYECKyl0 KapTuHy MoHoMopdHoro IIITKM wmoxHO
BCTPETUTH Y IeTEH, IIPHU HTOM OIIPE/IEIISIETCS CTOHKOE MOBBIIIe-
HY€e YPOBHS CHIBOPOTOYHOH TPUITA3bl B KPOBH [20, 26]. Kak
IIPaBUJIO, TAKKE JIETH UMEIOT TeHIEHIIUIO K XPOHU3AINH IIPO-
mecca, a 3HAYUT, TPEOYIOT HACTOPOKEHHOCTH IO IOBOJY CH-
cremHbIX popm MIT [12].

JTuddysmwiil xoxcHwiilt macmoyumo3d (JJKM) — penkoe co-
CTOSTHHE, XapaKTePHU3YIoLleecss HAJTMINEM KPYIHBIX JINXEHH-
(unUpoBaHHBIX 3y[ANUX OYAroB JKEJITO-KOPUYHEBOTO, KO-
PUYHEBOTO WJIM KPAaCHO-KOPHUYHEBOTO I[BETA HENPABUIBHOM
dopmer ¢ HeweTkuMu rparunamu (puc. 2). [lepBelie BbIChIIA-
HUS JIOKUIN3YIOTCS B KPYITHBIX CKJIQ/IKaX, /lajiee IPOoIece Mo-
JKeT PACIIPOCTPAHATHCA U IPHOOpPETaTh TeHEePATM30BAHHBIN
XapakTep BIUIOTH JI0 Pa3BUTHUSA 3pUTpoAepMud [27]. MexaHu-
YecKoe pa3ApakeHune, yKyc HaCeKOMOT'O UJIU ITOBBIIIIEHNE TEM-
IepaTypbl Tejla MOXKET IPUBECTH K OOPa30BAHHUIO KPYIITHBIX

62 | KNUHUYECKWIA PA3BOP | Ne1 | 2020 | Clinical review for general practice | NT | 2020 |



0630p u knuHuYeckuii cyyaii | Review and case reports

Puc. 2. Anddy3Hbin KoxHbIn ML
Fig. 2. Diffuse cutaneous mastocytosis.

IMy3bIpel, 3aII0JHEHHBIX CEPO3HBIM WM TI'eMOpparndecKuM
COZIEPKUMBIM, ITI03TOMY IIPOBeZIeHHe ITPOOBI Ha Haymn4yue de-
HOMeHa Jlapbe—YHHBI HeKesateabHOo [28, 29]. TenmeHus K
SIUEPMOJIN3Y OOBIYHO CHUKAETCS B IIEPBBIE 3—4 TO/Ia OT Ha-
yasa 3a00s1eBaHUsA, KOTOPOe 3a4acTyi0 IPUXOAUTCSA Ha Iep-
BbIE MeCAbI KU3HU [12]. Ha paHHUX 3Tamax OTMeYaeTcs 1mo-
BBIIIEHHBIA YPOBEHb CHIBOPOTOYHOH TPUNTA3bl (MOXKET OBITh
>100 MTr/J), CO BpEeMeHeM II0Ka3aTeJb CHIIKAETCS /0 HOp-
MaJIbHBIX 3HaueHH#d. Kak u momumopdusiii IIITKM, JKM
HUMeeT TPAH3UTOPHBIM XapaKTep C pa3pelleHreM Iporecca K
IIO/IPOCTKOBOMY Bo3pacrty [12, 28, 30].

Macmoyumoma. Camasi paclipocTpaHeHHas U JJoOpokade-
cTBeHHAs GopMa Cpeiy TpeX IepeYnc/IeHHbIX, JUArHOCTUDPY-
ercs B 65% ciryuaeB koxxkHOTO MIT [31]. B mepBbie MecsIbl OT
POXIeHuA Ha KOXKe peGeHKa IOABIIAETC OAMHOYHASA TaIyIa
JKeJITOTO, OPAHIKEBOTO WJIN CBETJIO-KOPUYHEBOro IBeTa. Jluist
Hee XapaKTepHbI OKPYTJIas WIN OBaIbHASA GOpMa, YeTKHE Ipa-
HUIBI, TJIaJIKasi WX MOPIIUHHUCTASA, KaK «aIeJIbCHHOBAs
KOpKa», IOBEPXHOCTD, TAK)Ke MOXKET HabJIr01aThes 00pa3oBa-
HUe BE3UKYJIbl B IIEHTPE 3JIEMEHTA [IPU TPABMATH3AIHH, pac-
yecax WU IPU MPOBeNEeHUU NpoObl HAa Hatnune GheHOMeHA
Hdapse—YHHBI (puc. 3, 4). Ilamysa co BpeMeHEM MOXKeT yBe-
JINYUBATHCA JI0 2—5 CM B IHAMeTpe, a 3aTeM CIOHTAaHHO pe-
rpeccupoBaTh. B pekux ciIydasx Ha KOKe MOTYT BCTPEYaThCs
HECKOJIBKO MO/IOOHBIX 3JIEMEHTOB, TOT/IA IPU HAJIUYUH 4 1 60-
Jlee Tamys IMPUHATO KJIAcCUGUIMPOBATH COCTOSHUE KaK
IIITKM [12].

Jleuenue. JKM mmeer GJIaronpUATHBIN IIPOTHO3 C CAMO-
CTOSITETPHBIM Pa3peIIeHneM, II09TOMY He TpeOyeT cepbe3HOr0
snedenusa. OHAKO BaXKHBIM IIyHKTOM KOHTPOJIA KOKHBIX HOpM
MI] aBsseTcs UCKIIIOYEHNEe U3 )KU3HU TPUTTEPHBIX (GaKTOPOB
nerpanysanuu TK, mon geiicTBeM KOTOPHIX Pa3BUBAETCS
OTeK, IIOKpacHeHUe BBICHIIAHUN BIUIOTH 0 0Opa30BaHUM IIy-

Puc. 3. MacTouuTOoMa Ha rofieHun y rpyaHoro pe6eHka.
Fig. 3. Mastocytoma on the lower leg of an infant.

Puc. 4. MacTounTOMa Ha rofieHn y rpyAHoro pe6eHka. MonoxuTens-
Hblli peHomeH [lapbe-YHHbI.

Fig. 4. Mastocytoma on the lower leg of an infant. Positive Darier-Unna
phenomenon.

3pIpedi. K Takum pakTopaM OTHOCATCSA XOJIOJ, TEIIO, MEXAHH-
YecKoe pazJipakeHue, JeKapCTBeHHbIE IIpelapaTsl, YKYChl Ha-
CEeKOMBIX U T.J. [23].

B Tom ciyuae, ecyin maruent ¢ IIITKM wim IKM crpazaer
OT 3y/la WJIU KOT/Ia JIEMCTBHE BHEITHUX (DAKTOPOB HEN3OEKHO
WIA COCTOSUIOCHh, HEOOXOIMMO Ha3HayeHUe CHUMIITOMaTHde-
CKOH Tepanuu. B mepByio odepesib K HEH OTHOCATCS aHTUTH-
cTaMUuHHBIe IIpernaparthl 11 mokosieHus, a IpU HAJIMYUU IIPO-
671eM co caoM — I mokosteHus [32]. Takske BO3MOKHO Ha3Have-
Hue crabmwinsaropoB MeMbpan TK (ketoTudeH, KpOMOTIIUKAT
HATpUs) WJIH AHTUJENPECCAHTOB C IIPOTHBO3YIHBIM JIeH-
crBueM. IlepedunciieHHBIE TPYIIBI IIPENapaToB PEKOMEH/IO0-
BaHBI K IPIMEHEHUIO Ha JUTUTEJIbHBIN cpoK [33].

¥ nanuentos ¢ JIKM wiu pacupocrpaneHHbM ITITKM He
HCKJII0YeHa MaccuBHasA ferpaHyssanus TK ¢ BBIGpocoM orpoM-
HOTO KOJIMYeCTBAa MeJUaTOPOB BOCIQJIEHHS B KPOBOTOK C
IIOCTIEYIONTUM PAa3BUTHEM HeE TOJIBKO KOXKHOH CHMIITOMA-
THUKY, HO U CHCTEMHBIX IIPOSBJIEHUIN B BHUJIE CIA3MOB JKeEJIy-
JIOYHO-KHUIIIETHOTO TPAKTa, UAPEU, OJIBIIIIKH, TOJIOBHON 60U
¥ aHaUIaKTHUEeCKOU peakiuu [28, 34, 35]. B Takux ciaygasx
TpebyeTcst Ha3HAUYeHNe KOPOTKUM KyPCOM IJIIOKOKOPTUKOCTE-
POHIOB B BU/Ie MHBEKIIUH [6, 36].
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HaznaueHue TONHMYECKUX TJIIOKOKOPTHKOCTEPOUJIOB MaIv-
€HTaM C MACTOIUTOMOU IIPUBOJUT K XOPOIIHUM Pe3yJIbTaTaM,
3a4acTylo HabJIi0/1aeTcs I0JIHOe pa3pelienye oJismex [6, 37].

13 HeMeUKaMEHTO3HBIX METO/IOB JIe4eHUs CTOUT BBblJle-
JIUTH POTOTEPAIIHNIO: TTAIUEHTHI IIOCJIe TPEObIBAHNSA Ha COJTHILE
OTMEYaIOT YMEHBIIIEHHE 3y/]a, YCTOMYUBOCTD K JIEHCTBUIO (haK-
TOPOB BHEIIHEeH cpesibl, a tpu JJKM ncroHueHue JTuxeHuPu-
IUPOBAHHBIX 04aroB [33]. OnucaHbl [T0JI0KUTEIbHBIE PE3YIIb-
TaThl CO CTOPOHBI KOXKHBIX IPOSBJIEHUH IIPU IPUMEHEHUH
IIYBA-Tepanuu y B3pOC/IbIX HAIIEHTOB C CUCTEMHBIMU (HOp-
mamu MIJ [38].

Cob6cTBeHHble HabnaeHnA

Ponurenu pebenka C. (Bo3pact 1 roz 6 Mec) oOpaTHUINCh B
KOHCYJIbTaTUBHO-AUarHocrudeckoe otnenenue HAI'Kb uwm.
3.A. BaniseBoi B okTaAOpe 2018 T. ¢ )kayobaMy Ha MHOTOYHC-
JICHHBIE BBICBIITAHUS Ha KOXKe TYJIOBUINA M KOHeYHocTel. 2Ka-
J100 Ha 3yJl 2JIEMEHTOB, a Tak:Ke 0O0JIM B JKUBOTE W KUJKUU
CTYJI POIUTENIN HE MIPETbABIISIIN.

13 aHaMHe3a U3BECTHO, YTO PeGEHOK POAWCs OT 1-i Gepe-
MEHHOCTH, CaMOCTOSITE/IbHBIX POZIOB HA 40-U Hezese. PaHHUI
a"HaMHe3 6e3 ocobenHocTe. CeMeMHbIN aHaMHEe3 He OTSTOIIEH.

C uro714 2018 T. pOAUTENIN CTAIN 3aMedaTh IOABJIEHUE ITUT-
MEHTHPOBAHHBIX ISITEH HA KOKE Y MAJIbUHUKA, KOTOPBIE HMeJIH
TEH/IEHIHIO K [TOCTEIIEHHOMY PACIIPOCTPAHEHHIO, KOJIMIECTBO
MIATEH [TOCTENIEHHO YBEJIUIUBAJIOCh. IIpU TPEHUH 3JIEMEHTOB
ozie’k10u 1 Ha oHe JIMXOPAAKH (IIPU OCTPOU PeCIUpPaTOPHOU
BUPYCHOU MHGEKIINH) HEKOTOPbIE IATHA MEHSUIN IIBET U CTa-
HOBUJIUCh PO30BBIMU M OT€YHBIMH. CaMOUyBCcTBHE peOeHKa,
10 OLleHKe MaTepw, xopomiee. CaMOCTOATENIBHO POIUTENH
MECTHO Ha IATHA IIPUMEHSUIN [IMHKOBYIO ITACTY U YBJIAXKHSIIO-
iye KpeMbl. Pa3HbIMU IeiuaTpaMu 110 MeCTy JKUTEJIbCTBA Pa-
Hee OBUIN BBICTABJIEHBI CJIEIYIONTNE AUATHO3BI: ATOIHMYECKUH
JIepMaTUT HEyTOYHEHHBIN, I03/[Hee ObLI 3aI10/I03peH HEHpo-
¢pubpomaros. ITo MOBOAY aTOMMUECKOTO JiepMaTuTa ObLIa Ha-
3HaYeHa Tepanusa aHTUTHUCTAMUHHBIMU IIpernapaTamu (Karim
@DeHNCTIII) U MECTHO HAa3HAJascsa 1% KpeM IMHMeKPOJIIMyca
6e3 adpdexra. Masiburk ObLI TPOKOHCYIBTUPOBAH Y HEBPOIIA-
TOJIOTa, KOTOPBIHA HE TIO/ITBEPUII IUATHO3 HelpodubpoMaTos
(60one3Hb PexyinHTXay3€Ha).

Status praesens: cocrossHue y/i0BjeTBopuTenbHoe. Hop-
MaJIBHOTO TEJIOCJIOXKEHMSI, HOPMaJIbHOro nuTaHusa. HocoBoe
JIbIXaHUE CBOOOIHOE. 3eB YMEPEeHHO TUIIEPEMUPOBaH, 06e3 Ha-
JieToB. MUHQIMHBI YBEJIMYEHBI JI0 1-H CTENIeHU, HAJIOKEHUS
OTCYTCTBYIOT. B JIerKHX JIbIXaHUE IIy9PIIBHOE, IPOBOUTCS BO
BCEX OT/IeJIaX, XpPUITOB HeT. TOHBI cep/illa FPOMKHeE, PUTM IIpa-
BHWJIBHBIH, IIIyMbI OTCYTCTBYIOT. fI3bIK BJIQKHBIN, HE 00JIOKEH.
JKuBOT He B3AYT, MATKWH, OCTYIIEH IVIyOOKOH MaJIbIalluu,
OoJie3HEHHBIN B 0Osiactu anuractpus. [leueHpb y kpas pebep-
HoOH nyru. Cesnesenka He naibnupyercs. Ctyn ohopMIeHHBIA
JI0 1 pa3a B 2—3 CyTOK, IPUMECH OTCYTCTBYIOT. MouencIycKa-
Hue 06e3bosie3HeHHOe. CHUMIITOM IOKOJIAYMBAHUS OTPHUIIA-
TesapHBIA. OTekoB HeT. Co3HaHUE sICHOe. MeHUHreaIbHble U
04YaroBble CUMIITOMBI OTPHIIATEIbHBI.

Status localis: 1aTOIOTNYECKUH KOKHBIHA IPOIIECC HOCUT
pPacIpOCTpaHEHHBIH XapakKTep. BbICHIIAHUS IIpe/ICTaBIEHbI

Puc. 5. PacnpocTpaHeHHbIN NATHUCTO-Nanyne3HbIn KoxHbin ML}

y pebeHkKa 1,5 roga.

Fig. 5. Generalized maculopapular cutaneous mastocytosis (urticaria pig-
mentosa) in a 1(1/2)-year-old infant.

Puc. 6. PacnpocTpaHeHHbIN NATHUCTO-Nanyne3HbI KOXHbin ML
MonoxutenbHbin peHomeH [lapbe-YHHbI.

Fig. 6. Generalized maculopapular cutaneous mastocytosis (urticaria pig-
mentosa). Positive Darier-Unna phenomenon.

MHOTOYHCIEHHBIMH MOHOMOP®HBIMUA MUTMEHTHBIMH IISIT-
HaMU PO30BO-KOPHYHEBOTO I[BETA Pa3MEPOM OT 5—10 MM B
JUaMeTpe, PaCIIOIOKEHHBIMH Ha KOKe TYJIOBUIIA, JIMIA U KO-
HeuHOCTsX (puc. 5). [Ipu mpoBeieHUH TparTaka (pacTupaHus
[IraresaeM) 3JIEMEHTOB OTMEUYAETCsl IOJIOXKUTEIbHBIN CHUMII-
ToM Jlapbe—YHHBI (puc. 6).

3akaouenue depmamosenepoaoza: MIl (koxHas
[ATHUCTO-TIAIyJIe3Has (hopMa). PEeKOMEH/I0BAHO IIPOBE/IEHIE
CJIEIYIOIIMX UCCIE0BAHUN: OOIUI aHAINU3 KPOBH, OMOXUMH-
YEeCKUIl aHAJII3 KPOBU M MOYH, OIIPe/IeIeHNe YPOBHsI CHIBOPO-
TOYHOU TPUITA3bI B KPOBHU, MEAUKO-TeHETHIECKOE TUITNPOBa-
HUe, peHTreHorpadus M03BOHOYHUKA, YIBTPA3BYKOBAs AMAar-
HOCTHKA OPTaHOB OPIOIIHOM MOJIOCTH.

Pesyavmamubt uccaedogaHuil: obmuil aHAIN3 KPOBH,
OHMOXMMHYECKUH aHaJINu3 KPOBU U MOUM — 3HAa4YeHUs B pede-
PeHCHBIX Ipefesiax. 110 JaHHBIM yIBTPa3BYKOBOTO HCCIIE/I0BA-
HUSI OPTraHOB OPIOIIIHOH IOJIOCTH, PEHTreHOTpaduu T03BOHOY-
HUKA [1aTOJIOTHH He BBISIBJIEHO. AHAIN3 YPOBHSI CHIBOPOTOYHOM
TPHUITAa3bl B KPOBU: 9,07 MKT/JI (HOpMa 70 11 MKr/i1). Menuko-
reHeTHYeCKOe TUIIUPOBAHUE He BhIABIIIO MyTaruu reHa c-KIT.
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PexomeHnzioBaHO 00s13aTE€IbHOE HCKIIOUEHUE BO3IEHCTBUS
TpUrrepHbix (GHakTopoB (KyllaHWe B TOpsiuell BOJie, IMeperpen
pebeHKa, HHCOJISIIII U MEXaHUYEeCKOe Pa3/ipakeHre mpeime-
TaMU OJIEXK/Ibl), 4 TAK)KE OrPAHUYEHUE ITPUEeMa WJIH [TOJIHBIH
OTKa3 OT JIEKAPCTBEHHBIX [IPENapaTOB: HECTEPOUIHBIX IIPOTHU-
BOBOCITAJIUTEJIPHBIX IIPENapaToB, KoxeuHa (B CpeACcTBaxX OT
KalUlsi), HEOMUIMHA, THAMUHA, PEHTTeHOKOHTPACTHBIX HOJ-
COZIEPIKAIIIX BEIIECTB, XJIOPAXUHA U Ip. MakcuMasbHas 3a-
[IWUTa pene/UleHTaMu PeOeHKa OT YKyCOB HACEKOMBIX.

Hasnauena cneuuduueckas ayera ¢ MaKCHMAJIbHBIM HC-
KJIIOUEHUEM U3 PAIOHA IIPOYKTOB, CIIOCOOCTBYIOIIMX BbI-
CBOOOXK/IEHUI0 THCTAMHHA: MAJIUHBI, KIYOHHUKH ¥ J[PYTUX
SITOJT, PEAVICKY, IIIMHATA, [IACJIEHOBBIX, CBIPOB, FA3UPOBAHHBIX
HAIIUTKOB, KOHCEPBOB U T.JI.

IIpu OSIBJIEHUU OTEYHBIX BJIEMEHTOB PEKOMEH/IOBAHO MECT-
HOE IPHMEHEeHHe KOPOTKUM KYPCOM METHJIIIPEAHU30JI0HA alle-
[IOHATa U AHTUTUCTAMUHHBIX IPEIaPATOB IEPOPATIHHO.
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