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AHHOTALUA
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O0ocHoBaHue. ypOBeHL TPpHUIITa3bl B CbIBOPOTKEC KPOBH MHCIOJIB3YCTCA B KadCCTBC
JAUArHoCTUYCCKOTO MapKepa Hpru MAaCTOUUTO3C M CUHHUTACTCS ITOKA3aTCIICM MGI[HaTOpHOﬁ

Harpy3Ku KJIOHAJIbHBIX TYUHBIX KJIETOK. \

eas uccaenoBaHusi — IIPOBECTH AHAIN3 YPOBHEH TR @ y HIeTed ¢ pa3HbIMHU
KIMHUYECKUMH (POpMaMH KOKHOTO MaCTOIIMTO3A.

Marepuanabl u MeToabl. [IpoBeieHO OTHOIICHTPOBOE, PO TUBHOE HCCIICIOBAaHHC 3a
nepuosa 2022-2024 ronoB. AHaNIU3UpPOBAIH pe3ybTaTby@OcilienoBanus nereit (n=202) B
BO3pacte oT 6 MecsIeB A0 17 JIeT ¢ JUarHO30M «KO TOIIMTO3), HAXOAUBIINXCS Ha
amOynatopaoM JeueHun B [BY3 «MockoB€kuii BHayuHo-mipakTHueckuii LleHTp
JIEPMATOBEHEPOJIOTUA M KOCMETOJOTUM». YPOBH UITa3bl B CBHIBOPOTKE KPOBU

OTIpeIeNIsITM METOJIOM UMMYHO(EPMEHTHOTO aHATU3a.

PesynabraTel. Menuanublii Oa3anbHbI ypOBEHb TpHUNTa3bl Juisl Bcell rpymmbl (n=202)
coctaBun 5,09 mkr/n  (mmanazon 1,3-57,0 mxr/m). YV 17,3% mnanueHTOB BBISBICHO
MPEBBINIICHAE 3HAYCHUH ChIBOpoTOWHOM Wrpnmd3sl Beime 11,0 Mxr/n, y 7,4% — Bbime
20,0 mxr/n. CpenHee 3HaueHHE Yp €HTa B KOHTPOJIBHOM TpYyIIE COCTaBUIIO
2,55 MKr/n. BBISBICHBI JTOCTOBEPHBIC W4Msl KOHIEHTpAlMM TPUITa3bl B TIpynmax
MSATHUCTO-NAMYIE3HOT0 KOKHOTOWMACTOLINTO3a U KOHTpoutst (p=0,05). Meaunannoe 3HaueHUE
YpOBHSI TpUNTAa3bl y AETEU C -Manya€3HbIM KOKHBIM MacTOLIUTO30M COCTaBHJIO
8,7 mkr/n. Hanbosee BeIpaskeH W4Ms OTMEYaIMCh MEXKAY MOKa3zaTessiMu (pepMeHTa

y ZeTeii ¢ MOHOMOP(HBI OM" IIITHACTO-NIAIYJIE3HOTO KOXHOTO MAacTOLMTO3a U B
KoHTposbHOU rpymre (p=00 W [Ipu ananuze ypoBHeii Tpunrtassl B 3aBUCUMOCTH OT T10J1a U
KJIMHHYECKOro THra WfrH anyJ€3HOro KOXHOIO MAacTOIMTO3a 00Jiee BBICOKHE

3HaueHus: pepMeHTa ONpeeNieHbl y IeTel U MOAPOCTKOB ¢ MOHOMOP(HBIM THIIOM.
3akaouenne. HeoOxoauMmbl JaJbHEHUINME MCCICIOBAaHMS, YTOOBI BBIICHHUTH, Kakas
KOHIIEHTpAIIUsl TPUIITA3bl y JETEW SABJISETCS WHAMKATOPOM AKTHUBAIMM TYYHBIX KJIETOK U
MEepPBUYHBIX 3a00JIEBaHUI Ty4YHBIX KJIETOK. HakoHel, neTrampHOE MOHMMAaHHME YpPOBHEU
TPUNTA3bl Yy JCTEH MOXET CIOCOOCTBOBATh pa3pabOTKe HOBBIX CIHENU(PUUISCKUX
TEPANEeBTHYECKUX TIOJXOJI0OB K BEICHHUIO PA3JMYHBIX KIMHHYECKUX (OPM KOXKHOTO
MAacTOIIMTO3A.
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ABSTRACT

L 4

BACKGROUND: Serum tryptase levels are used as a diagnosti NQastocytosis and
are considered an indicator of clonal mast cell load. \

AIM: To analyze tryptase levels in children with differen ic

mastocytosis.
MATERIALS AND METHODS: A single-center prospeétive was conducted for the
period 2022-2024. The results of examination of 202 ghil ged from 6 months to 17

types of cutaneous

years with a diagnosis of cutaneous mastocytosis, who w rgoing outpatient treatment
at the Moscow scientific and practical Center of de ereology and cosmetology, were
analyzed. Serum tryptase levels were determined e immunoassay.

RESULTS: The median basal tryptase level for the e group (n=202) was 5.09 ng/L

(range 1.3-57.0 pug/L). Serum tryptase values,@xceeding 1.0 pg/L were detected in 17.3%
of patients, and 20.0 pg/L in 7.4%. The me nzyme level in the control group was

2.55 pg/L. There were significant diffefencey, 11 tryptase concentrations between the
maculopapular cutaneous mastocytdfis, a’ % ol groups (p=0.05). The median tryptase
level in children with maculopapu ufafeous mastocytosis was 8.7 ug/L. The most
pronounced differences were gbserved een the enzyme levels in children with the
monomorphic type of maculo lar cutaneous mastocytosis and in the control group
(p=0.01). Analysis of tryptase le nding on gender and clinical type of maculopapular
cutaneous mastocytosis showed dren and adolescents with the monomorphic type of

are indicative of m tivation and primary mast cell diseases. A detailed
understanding of tryptasg in children may facilitate the development of new specific
therapeutic approag Q the management of various clinical forms of cutaneous
mastocytosis.

maculopapular cutaneous tosis had higher enzyme levels.
CONCLUSION: Further s e needed to determine which tryptase levels in children
Me

gcytosis; maculopapular cutaneous mastocytosis; mastocytoma;
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OBOCHOBAHUE

KOCTHOMO3IOBOTO TPOUCXOXKACHUS. DKCIOPECCUpPYsl IMIUPOKUN CHEKTP PELenTopoB U
BBICBOOOKJasi IPU JETPaHyJISALUU MEAMATOPbI, OHU UTPAIOT KIIOYEBYIO POJIb B PEAKLUAX
BpOXKACHHOTO u mnpuodperéHHoro ummynurera [l]. K ocHOBHBIM KOMHQHGHTEE\d~
CEKPETOPHBIX TPaHyJ TYUYHBIX KJIETOK OTHOCAT B TOM YHCJIE CHEelU(HUUHBIE AN HUX
npoTeas3bl — XHUMazy, TPUNTa3sy MU KapOokcumenTuaasy. Tpumnraza TY4YHBIX KIIETOK
MpEACTABISIET COO0M HEUTPATBHYIO CEPUHOBYIO NPOTEa3y ¢ MOJIEKysipHOM Maccoi 134 k/la
[2]. KonnuecTBO TpumnTasbl B OJHOW TydyHOM KieTke coctaBiseT 10-35 nr [3]. depmenHT
COCTOUT M3 YETHIPEX HEKOBAJECHTHO CBA3AHHBIX CYOBEAMHHMII, KaXAas U3 KOTOPHIX UMEET
OJIMH aKTUBHBIN KaTAIUTUYECKUI HEeHTp. Pa3pyiienne terpaMepa Ha MOHOMEDBI BbI3BIBAET
WHAKTUBAIMIO TPUITA3bI. TPUTITA3BI MOTYYUIIN CBOE Ha3BAaHUE U3-3a UX TPUTICHHOTIOT00HOM
cyOcTpatHoil cneunduyHOCTH. B oOpranmsme uyenoBeka SKCIPECCHPYIOTCS JIBa BHUIA
TpPUINTa3 — O-TpUNTaza u P-rpunraza. Anb(da-Tpurraza — OCHOBHAS HUPKYJIUPYOIIAs
uzoopma. bera-tpunrasa, MPEANOI0KUTENBHO, ABIISIETCS MIpeBapUTEIILHO
c(hOpMUPOBAHHBIM W XPAHAIIUMCS B CEKPETOPHBIX T'paHyJaX OCHOBHBIM KOMIIOHEHTOM
poTea3, BBICBOOOKIAIOMIMMCS TIPH JIeTpanynsanuu [4].

HopmanbHabie pedhepeHCHBIC 3HAUCHUS TPHUITTA3hI B CBIBOPOTKE KPOBH Y 3J0POBBIX B3POCIBIX
JIOCTaTOYHO CTA0MIIbHBI U BaphUPYIOT B AMana3oHe oT 1 1o 15 MKr/i, cocTaBiiss B CpeiHEM
0KO0JIO 5 MKI/1 [5, 6].

OCHOBHBIM NMOKa3aHUEM 711 U3MEPEHUSI KOHLIEHTPALIUU TPUIITA3bl SIBISIOTCS AUArHOCTUKA
COCTOSIHMH, CBS3aHHBIX C CUCTEMHOW aKTHUBAIMEH TYYHBIX KJIETOK (Hampumep, BO BpeMs
aHaUIAKCUHU WIH STH30/I0B CUHIPOMAa aKTHBAIIMM TYYHBIX KJIETOK), U HACIEACTBEHHOMN
anba-tpunrazemun (hereditary alpha tryptasemia, HaT). HacmencrBennas ambda-
TPUMTa3eMHsl — ayTOCOMHO-JIOMUHAHTHOE 3a0o0JieBaHHME, MPU KOTOPOM OTMpEIesieTcs
MOBBILIEHHOE YMCI0 KOMUU anb(a-konupytouero (=2) rena TPSABI [7]. IlpeBbiienue
0a30BOr0 ypOBHSI CHIBOPOTOYHOM TPHUIITa3bl, KOTOPHII B HACTOSIIEE BpeMs KIMHUYECKU
onpeaensercs kak 11,4 mxr/xn [8, 9], xapakTepHO TSI MACTOIUTO3a, THIICPIO3UHO(DHIEHOTO
CUHApPOMA,  MHEJOUIHBIX  HOBOOOpA30BaHUM, XPOHHUYECKOH  OOJNIE3HH  TOYEK,
s03uHOHUIBLHOTO 330(aruTta u peBMmarouanoro aprputa [10]. IIpenmonaraercs, uto HoT
MOJKET SIBISIThCS Hamboyiee pacnpoCTpaHEHHOW MPUUYMHOM MOBBIIMIEHHOTO 0a3albHOTO
YPOBHS CBIBOPOTOYHOM TPUTITA3bl B OOIIIEH ITOMYJISIINN, HO B OOJILITUHCTBE ACCOMMATUBHBIX
HCCJICOBAHUI OLIEHKU YacTOTHI IAHHOTO 3a00JI€BaHUs HE MPOBOAMIOCKH 8, 10].
[Toxa3zaTenu TpunTasbl, CTORKO MPEBHIIAONIIE YpOoBeHb 20 HI/MII (MKT/J) IPUA OTCYTCTBUH
CHUCTEMHBIX QJIJIEPTUYECKUX PEAKLHM, SBISIOTCS BTOPOCTENEHHBIM JHArHOCTUYECKUM
KPUTEPHEM CHUCTEMHOTO MAaCTOLMTO3a. TakK, WHIOJEHTHBIM CHCTEMHBIH MacTOIHTO3 0e3
MOpaKEHHsI KOKM YacTO HAOJIOAaeTCsl y MAllMeHTOB C CUCTEMHBIMHU aJIEPTUYECKUMU
peakusIMy Ha s MEePErOHYATOKPBUIBIX W COMPOBOXKIACTCS TMOBBIIMICHHEM 0a3ajbHOTO
YPOBHS TPUIITA3bl B CHIBOPOTKE KpoBH [11].

CrnemyeT OTMETUTD, YTO JUATHOCTUYECCKUN aJITOPUTM MPHU MOBBIIICHUH 3HAYCHUS TPUTITA3BI
BbIle 20 MKI/T y B3pOCHBIX MUMEET YETKYIO CTPYKTYpPY MOUCKA/MCKIIOUEHHUS CUCTEMHOTO
MacTOIMTO3a. B NeTCKOM TpakTHUKE OMpeAeNICHHE YpPOBHS TPHUMNTAa3bl HE BKIIOYCHO B
JUArHOCTUKY KOXHOro Macrouurto3a [l11]. KnumHudeckas OLIEHKa CTENEHH TSHKECTH
KO’KHOTI'O MacTOLIMTO3a U CONOCTaBIIEHUE €€ C pe3yIbTaTaMM J1a00paTOPHOTO UCCIIEI0OBAHUS
v nereit Poccuiickoit @enepaniuyi MPOU3BOAATCS HA OCHOBAHWHM IIOKA3aTelNlsl BEPXHEH
TPaHUIBl HOPMAaJbHOTO 3HAUEHHWs TpHUNTa3bl, cocraBisromero 11,0 mxr/n.  [pu
WHTEPIPETALMH PE3yIbTAaTOB aHAJIW3a U B PEKOMEHJIALUAX MO BEICHUIO JIETEH C KOKHBIM
MaCTOIIUTO30M HE YYUTHIBAIOTCS JIAHHBIC 3apyOCKHBIX WCCICAOBAHUN 110 HW3YYCHHIO
0a30BOTO ypOBHSI TPHUIITa3bl B PA3IMYHBIX BO3PACTHBIX TpyIIax (-) [12-15].
[IpuMeuaTenbHO, YTO KOHILIEHTpAIUS TPUNTA3bl B CHIBOPOTKE KPOBU y 370POBBIX IETEH,
ompenenéHHas BO BCEX IMEPEUUCICHHBIX B TaOi. | MccrenoBaHusX, Oblla HUXKE, YeM Yy
B3pocibix [16-18].

TyuHble KIETKH NPEICTaBISIIOT CcO00W MHOTrOQYyHKIIMOHAJIbHbIE HMMYHHBIE KJ'ICTKI/I\
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AHanu3 3HaYeHUN TPUIITA3bl B Pa3HBIX BO3PACTHBIX IPYMNIAX MOKa3all, YTO PUCK TKEION
aHaUIAKCUHM y TAIMEHTOB C MATOJOTHEH TYUYHBIX KJIETOK aCCOIMUPOBAH C YPOBHIMHU
TpunTassl Beime 8 MKr/1 [8, 19]. Beicokuii ypoBeHb 0a3anbHOI CHIBOPOTOYHON TPHUNTA3HI B
COYETAaHUM C PACTIPOCTPAHEHHBIMU BBICHIIAHUAMM Ha KOXKE Yy JIETe C MacTOLIMTO30M
KOPpEIUPOBaJI C BO3MOYKHOCTBIO Pa3BUTHUSL CEPbE3HBIX CHMIITOMOB aKTHUBALUU TYYHBIX
k1eTok [20]. YPOBHM TpHUNTa3bl ObLIM JOCTOBEPHBIM IIPEIUKTOPOM aHApUIAKTHUECKHXWy
coOBITHIl y JeTell B PETPOCHEKTHBHOM HCCIIeoBaHUH, BKIO4HMBIIEM 102 peGEHka c
KOKHBIM Mactouuto3om [21]. CinemoBaresnbHO, KOHTPOJIb 3HAYEHUW TPUNTA3bl y JETEH,
CTPAJAIONINX KOXKHBIM MacTOIIMTO30M, HEOOXOAUM IS TPAMOTHOTO MEKAUCLAILTIHAPHOTO
B3aMMOJICHCTBHS B paMKax JAUCIIaHCEPHOTO HAOIIOEHUS TaHHBIX nauHeHTOB.'\
eab ucciieqoBaHud — aHAJIU3 IIOKA3aTEJIEW YPOBHEH TPUIITA3bl y e a3HBIMU
KJIMHUYECKUMH (POpMaMH KOKHOTO MAaCTOIMTO3A.

MATEPWUAIIbI U METOAbI e ( ’

JI3AVH UCCNELOBAHMA \
[TpoBeaeHO OHOLEHTPOBOE MPOCIIEKTUBHOE CILIOIIHOE H@gIdoBate 3a nepros ¢ 2022 no

2024 rox ¢ mMpUMEHEHHEM J1ab0paTOPHOTO, CTATUCTHUECKO

UCCJIeTOBaHMs, TEKYIIETO HaOMI0ACHNS U KaOMHETHOTO UC OB@HMUSI

KJ'IaCCI/I(bI/IKaIII/Iﬂ PA3JIMYHBIX KIMHUYCCKHUX THUIIOB K oro aCTonuTO3a IMMPOBEACHA B
COOTBETCTBUHU C aKTyalbHOH Kilaccupukanuein Bcem HU3aLlUU 3IpaBOOXPaHEHUS
[22, 23].

KPUTEPUW COOTBETCTBUA

Kpumepuu exnouenus: neTm My>KCKOTO U KCHRKOTO 1O BO3pacTe oT 6 mecsues a0 17
JIeT BKJIIOYHUTEIBHO C KIMHUYECKUMH (OPM@MU KOXKHOTO MAacCTOLMTO33a; MHUCHbMEHHOE
UHPOPMHUPOBAHHOE  COTJIACHE Tl elsl  MallMeHTa Ha  IPOBEICHHE
71a060pPaTOPHOTO UCCIIEIOBAHMUS.

KontponsHast rpymnma chopMupoB neTe 0e3 KOXKHOrO MacTOLIMTO3a H

OTATOIIEHHOTO AJUIEPIHYECKOTO aHAMHE
Kpumepuu ucknouenus: oty ponutencii OoT HCCIEJOBaHMS; IOCTOSHHBIA MPUEM
TIIFOKOKOPTUKOHUI0B CUCTEMHOTO ACHCTBUS U/UITU AaHTUTUCTAMUHHBIX MTPETapaToB.

YCnoBuA NPOBEAEHMA

B uccnenoBanue BkiIrodan IC JeTel, HaXOAMBIINXCS Ha aMOyJIaTOPHOM JICYCHUU H
Habmoaenuu B 'bY3 «(Mo 1 HAyYHO-IIPAKTUYECKUN LIEHTP J€PMATOBEHEPOJIOTUN U
KOCMETOJIOTUU» B IIEP g 2022 no maii 2024 ropa.

BeITIOJTHEHBI Ha Oaze ['BY3 «MockoBckuii HaydHO-
ATOBEHEPOJIOTMH U KOCMETOJIOTHUI.

ELUATE/IBCTBA

Kimmnanueckoe € BKJIIIOYaJo cOOp aHaMHe3a M (PU3MKAIBHOE O00CIeTOBaHHE
YYaCTHUKOB aHus. B COMHMTENBHBIX CIy4asX MPOBOJAMIOCH TMCTOJIOTMUECKOE
uccienoBafiiec OgONTaTa KOKHU B 00JIaCTH BBICHIITAHUH.

Bce nmanueRgs! OBUTH TPOKOHCYIBTUPOBAHBI CIEIIHAIIMCTOM aJJIEPTroJIOrOM-MMMYHOJIOTOM
I'BY3 47« OBCKMM  Hay4dHO-IpakThyeckui  LleHTp  gepmaroBeHeponoruu H
KOCMETQIOTHI.

@Basiguc BCHO3HOH KPOBH IPOBOIMIIOCH B TCUCHHE JIHS, HO HE PAHEe YeM Yepes3 3 yaca nocie
npuémMa NUIIM, WKW yTpOM HaTomlak. KoHIEHTpauuio TpunTa3bl B KPOBHU OINPEAEISUIN
MCERO/TI0M UMMYHO(DITIOOPECIICHITUN Ha TPEXMEPHOH MOPHUCTOU TBEPIOH (a3e (TeXHOIOTHS
Im oCAP, Pharmacia Diagnostics AB, IlIBerus).

OCHOBHOW 1UCXo4 UCCNEQOBAHMUA

Yy z[eTeﬁ C PpasHbIMHU KIIMHHUYCCKUMHU CI)OpMaMI/I K THIIAaMHM KOXHOI'O MacTonuTO3a
AHAJIU3UPOBAJIM UCXOAHBIC 3HAYCHUA KOHUCHTPALUN TPUIITA3bl B CBIBOPOTKE KPOBU ITIOCIIC
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MOATBCPKACHUA TUArHO3a KOKHOI'O MaCTOIMNTO3a U 10 HA3HAYCHU A CHCTEMHOH 1 Hapy>1<H01?1
TCpaIrunu.

L OMNOSTHUTE/NBHBIE UCXOAb! UCCIEAOBAHUA

[MpoBenén ananus mokasareneil TPUNTA3bl y AETEH C MACTOIIMTOMAMH KOKH B 3aBUCHMQETH
OT pa3MepoB BhICHIaHuH (Oosee 2 cM 1 MeHee 1 cMm).

ITUYECKAA SKCMEPTW3A
HpOBeI[eHI/Ie HUCCIICO0OBAHUA COIJIAaCOBAHO C JIOKAJIBHBIM KOMHUTETOM IIO BTPI& p

«MoOCKOBCKMI Hay4dHO-NpakTU4eCKuil LleHTp nepMaTOBEHEPOJIOTHH WU O
(mpotokon Ne 58 ot 31.03.2022).

CTATUCTUYECKNM AHAIN3 m

HeoOxonuMmelii pa3mep BBIOOPKM HCCIEIOBaHHMS HE pacCUUTHIBAIM BBHUAY PEIKOCTH
TaTOJIOTHH. \_d

CrartucTnyeckuii aHanM3 NPOBOAWIM C MCIOJNL30BaHMEM HpogpaMMil StatTech v. 3.1.8
(CratTtex, Poccus). KonnuecTBeHHBIE TOKA3aTENN OLICHUBAIIN@h HAMPE COOTBETCTBHS
HOPMAaJIbHOMY DAaCIpPEIC/IEHUI0 C TOMOLIbI0 KpPUTEPUS m&nxa (mpu ymcne
uccienyembix Menee 50) wmnm  kpurepus  Komnmorgpo oBa (mpu uwucue
uccneayembix 6omnee 50). OnmcartenbHas CTaTUCTHKA BKHQHana KOIMYECTBO M MPOLEHT
NAlMEHTOB B COOTBETCTBYIOIIMX TpyINIax JAeTed ¢ KOKHBIM MacTOLIUTO30M, a TaKkKe

pacnpeaciiCHUC MalueHTOB 110 JUAlla30HaAM 3Ha4YCHMI CLIBOpOTO‘IHOﬁ TPHUIITA3bI. B cilIy4dac
OTCYTCTBHUS HOPMAJIBHOTO pacClnpCaciCHus KOJ'II/ILIG(WG JaHHBIC OIIMChIBAJIM C

MOMOIIbI0 MenuaHbl (Me) U HIDKHEro M BepXHeEr: wiei (Q1-Q3). ns cpaBHeHus
JIBYX BBIOOPOK TMAIUEHTOB C Pa3HBIMU KJIMHUY dbopMaMu M THIIAMH KOXKHOTO

MacTOLMTO3a C HEHOPMAJIbHBIM pACHpPEICICHUEM Q4eHUl TpUNTa3bl MPUMEHSIIN
Henapamerpuueckuit  kputepuit  Konmmom@poBa—CmuproBa.  Pasnuuus — cuutanu
CTaTUCTUYECKU 3HAUMMBbIMHU 11pH p <0,05.

PE3YJIbTATbI

OBbEKTbI (YHACTHWUKM) UCCNEAOBAHMA

B nccnenoBanue BKIIOUEHE! Ja 02 manueHnToB, u3 HUX 116 (57,4%) ManpunkoB u 86
(42,6%) neBouek, ¢ pa3HbBIMHU UM POpPMaMU KOKHOTO MAaCTOIIMTO3a B BO3PACTE
oT 6 mMecsiieB 10 17 neT BKLQY 0. CTpyKTypa MalueHTOB COTJIACHO KIMHUYECKUM
dbopMaM U TUTIAaM KO’KHOTO MacCTOIIMTO3a OTPAKCHA B . [TarueHTHI ¢ MACTOLIMTOMOM
KOH OBLITH pacrpene 1 TPYyMIbI IO YUCITY 3JIEMEHTOB U pa3Mepy BoIchimaHuil. K
nepBoi rpymie (605 aCTOIIMTOMBI) OBLTH OTHECEHBI 47 JeTell C MHOKCCTBCHHBIMU
MacCTOLIUTOMAMH KO ee TpéX dJIEMEHTOB) W/Wiu pazmepoM Oosee 2 cm. Bropas
rpynna (maible oMbl) Bktouana 30 getel ¢ M30IMpPOBAaHHOW (COJUTApHON)
MaCTOLMTOMOM KQaKH eTpoM MeHee 1 cMm.

OCHOBHbIE PE3Y/IbTATbI MUCC/TEAOBAHUA

MenuanHbIi 6a3anbHBINA ypPOBEHb TPUITA3bI AJ1s Beel rpymisl (n=202) coctaBui 5,09 MKr/n
(mmanazon 1,3-57,0 mxr/n). ¥V 35 (17,3%) mauueHTOB BBISBICHO MPEBBILICHUE 3HAYCHHM
CBIBOPO M/IHT&SH 6onee 11,0 mxr/n, y 15 (7,4%) — 60nee 20,0 Mxr/m (cM. Tabm. 2).
[Toxaz@renugonueHTpaunn GepMeHTa B KOHTPOJIBHON I'PYyMIEe HE BHIXOAUIN 3a MPEEIIbl
BEPXH ManpHOrO 3HaueHust 11,0 Mxr/n [9]. MenuaHHbIi ypoBEeHb (epMeHTa B
oit rpymre coctaBui 2,55 mkr/n (auanazon 0,8—4,57 mkr/n). [lokazaTens Moabl
,1 Mmxr/n. Ha - IpeJCTaBlIeHa CPaBHUTENIbHAS XapaKTePHCTUKA 3HAUCHUH
a3bl y TMAlMEeHTOB C NSTHUCTO-NAMyJIE3HBIM KOXXHBIM MAacTOIUTO30M M JeTeit
KOHTPOJIBHOM T'PYIIIIBL.

[Ipu comocTaBieHUN COJEpKaHUSI TPUITa3bl B CHIBOPOTKE KPOBH TAIlMEHTOB BCEX
HCCJIETyEeMbIX TPYIII BBISABICHBI JOCTOBEPHBIC PA3INYUs KOHIEHTpaUU (pepMeHTa Mexay
TpyTIIaMy MATHUCTO-TAMYIE3HOTO KOXKHOTO MacTOIMTO3a (MOHOMOP(HBII THIT TSI THUCTO-

N
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NamyJi€3Horo KOXKHOTO Mactornuro3a, MOHOIIIIKM; momuMopdHBIA THII MATHUCTO-
nanyné3Horo koxkHoro macrtouuros3a, nonulllIKM) u koHTponbsHO# Tpymmoit (p=0,05).
MenuaHHbIE YpOBEHb TPHUIITa3bl y BCEX JACTEH € TMSATHUCTO-MAMYJE3HBIM KOXHBIM
MaCTOLIUTO30M Oe3 JeNeHusl Ha MOATUIIBI cocTaBui 8,7 Mkr/n (auamaszon 1,3-57,0 Mk,
Haunbonee BeIpaXeHHBIE PA3IMYUS OTMEUAIHCH MKy ITOKa3aTeIsIMU YPOBHS depme
neteit ¢ MoHOIIIIKM — Me 10,9 (auamazon 2,84—46,3 MKI/1) U B KOHTPOJIHHOM
(»=0,01). 3nauenus Me 6,1 (nuanazon 1,3-57,0 mxr/n) y neteit ¢ monulIIIKM Tax
JIOCTOBEPHO BHIIIIE, YeM B KOHTpOJIbHOU Tpytie (p=0,05). ¢ &
AHanu3 ypoBHel Tpumnrtasbl y nanueHToB ¢ MOHOIIIIKM umeer BakHOoe 3HaueHWe A
JMAIbHEWIIEr0 MPOrHO3MPOBAHMS TeueHus 3a00JieBaHMS, TIOCKOJBKY MMEHHO JTOT
KIMHUYECKU BapuUaHT MOXET TpaHC(HOPMHUPOBATHCS B HHIOJEHTHBIA CHCTEMHBIN
macroruTo3 [11, 21]. Pacnpenenenue uncna oOcaeqOBaHHBIX JIETEH C pa3HBIMH THUIIAMH
MATHUCTO-NANYJIE3HOTO KOKHOTO MaCTOIIMTO3a B 3aBUCUMOCTH OT 110J1a OTPaKEHO B

Ha - OTpa)K€Hbl YPOBHU TPHUIITA3BI Y 65 MaTBYMKOB U 55 neBOYEK 0€3 pa3aesieHus 1o
TUTNAM TSITHUCTO-MAIMYJIE3HOTO KOXKHOTO MAacTOLMTO3a. Pa3nuuus B UCCHELyEeMbIX
BBIOOpKaxX HemocToBepHBI (p=0,995). YpoBHU TpunTaszbl y TOJIOBUHBI 0O0CIICTOBAHHBIX
MAIMEHTOB MYKCKOTO T0JIa HaXOAWIUCH B mipenenax 6,25—10,23 mxr/n npu Me 4,93 MKkr/n
u amrumryae psaga 2,00-46,10 Mxr/n. YpoBHU TpUNTa3bl Y TOJOBHHBI 00CII€TOBAHHBIX
MAIMEHTOB JKEHCKOTO MM0JIa HAXOAUIUCh B mpeaenax 6,53—11,82 mkr/n mpu Me 5,66 MKr/n
u amrutyae psaga 1,00-57,00 mxr/a (cm. puc. 2). B To xe Bpems npu aHaimM3e ypOBHEH
TPUNTA3bl B 3aBUCUMOCTHU OT 10JIa U KIIMHUYECKOTO THUIA MATHUCTO-NANyJIE3HOTO KOKHOTO
MacTOIIMTO3a Y JIETeH W MOJIPOCTKOB C MOHOMOP(HBIM THUIIOM OBLIH OMpE/esIeHbI OoJee
BBICOKHE 3HAaueHUsI ()epMEHTa (-). Kpurnueckoe 3nauenune kpurepust Konmoroposa—
CMupHOBa 7151 HE3aBUCUMBIX BBIOOPOK Ao,05 cocTaBuio 1,32, smnupuyeckoe — 1,83. Takum
obpa3om, A=1,83>1,32, cinenoBaTelbHO, HyJIeBas TUIIOTE3a («YPOBHH TPUIITA3bBI SIBISIFOTCS
OJIMHAKOBBIMU B UCCIIETyEMbIX BEIOOPKaX») ObliIa OTKJIOHEHA, U PacCMaTPUBAEMble TPYTIITbI
nereit (MoHOIIIIKM u nonulIITKM) noctoBepHO oTiimyanuck aApyr ot apyra (p=0,038).

B mnocnenHue ronbl PErMCTPUPYETCS POCT YMCIA JAETEH C MACTOLMTOMOM KOXH C
BBIPQXCHHBIMU KIIMHUYECKUMU TPOSBICHUSIMA CUMITTOMOB JICTPAHYJISIIIMUA TYYHBIX KIETOK
(oOpa3zoBaHue Ty3bIpeH, KpanmuBHHUIA, (QUIANIMHT-pEeaKuu, amapes) [24]. D10
00CTOSITENLCTBO SIBUJIOCH MPUYMHON aHAIM3a YPOBHEH TPUIITA3bl B 3aBUCUMOCTH OT YHCIA
W pa3MEpOB BBICHIMAHUH (| ). Y mamueHToB ¢ OOJBIIMMU MACTOIIMTOMAMH aHAaJU3
YPOBHEW TPUNTAa3bl MPOJEMOHCTpUpoBal 3HaueHust Me 8,4 mxr/n [4,6; 14,5], ¢ manbiMu
macrorutomamu —  Me 3,8 mxr/n [1,9; 4,2]. Dmnupudeckoe 3HAYCHHE KPUTEPHUS
KomnmoropoBa—CmupHoBa (A) MPEBBICHIO KPUTUYECKOE U COCTaBMIIO A>hoos (2,56>1,84),
cleloBaTeNIbHO, HyJeBas TUIOTe3a («pacmpeiesieHne 3Ha4eHHil QepMeHTa SBIsSETCS
OJIMHAKOBBIM B HCCJIEIYEMBIX BBIOOpPKax») ObUIa OTKIOHEHA. 3HAUEHUs TPHUMTA3bl Y
OOJIbHBIX C MHOXKECTBEHHBIMH M OOJbIIUMHU (O0Jiee 2 CM B JUaMETPE) MACTOIMTOMAaMHU
JIOCTOBEPHO OTIMYAINCH OT TAKOBBIX B IPYIIIE AeTel ¢ MaibiMu MacToruTroMamu (p=0,05).
[Ipy cpaBHeHHMH TMOKa3zaTeledl TpUNTa3bl y JETEd € MaJbIMH MacTOIMTOMaMH U B
KOHTPOJILHOM TpynIe pa3inuunii He BoisABIEeHO (p=1,697).

3HavyeHHUs YPOBHEH TPHUNTAa3bl y TPYAHBIX JETEH C caMOW peakod W TsKEIon (hopmoid
KOKHOT'O MacTOIUTO3a — MU Y3HBIM KOKHBIM MAaCTOIUTO30M — TAKXKE OTMPECIISITN IPU
X TIEPBOM OOpaIeHUU B KIUHUKY (-). Cpennee 3HaueHHe (epMEHTa COCTABUIIO
19,3 Mkr/n. B mporiecce TuHAMUYECKOTO HAOMIOACHHS Y IBYX MAIIHEHTOB B TCUECHUE MIEPBBIX
TpEX JIeT OTMedalcsi IOCTENEHHBIH pOCT IOKaszareiael QepMeHTa, Y OCTalbHBIX —
CHIKeHue. B 3Toli rpymme nereit oTMeuaeTcs CaMblid BBICOKUH PUCK Pa3BUTHUS aHA(DUITAKCUT
[19-21]. Tak, HEOTHOKpATHBIE AMHU30/1bl aHA(DUIAKCHN OBUTH 3apETUCTPUPOBAHBI y 2 U3 5
HaOJIF0aeMbIX HaMHu JieTel (cM. Ta0. 4).

OBCYXOEHWUE
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PE3IOME OCHOBHOTO PE3Y/IbTATA UCC/IEAOBAHUA

VY 75,3% nereit ypoBHU TPUNTA3bl HE peBbIIaiu JabopaTopHoit HopMbI 11,0 Mxr/n. ¥V 17,3%
NAIMEHTOB BBISBICHO MIPEBBIILIEHNE 3HAYEHUH CHIBOPOTOYHOM TpumnTassl Boiie 11,0 MKF/a

y 7,4% — Bbitie 20,0 MKr/11. )
MenuanHbli 6a3anbHBINA ypOBEHb TPUITA3bI AJ1s Beelt rpymisl (n=202) coctaBui 5,09 MKr/n
(mmamazon 1,3-57,0 Mxr/im). BBISBIGHBI JOCTOBEpPHBIC pa3IMuUs MEXKIy 3H
TPHUIITa3bl y JETEH C MATHUCTO-TAMYIE3HBIM KOKHBIM MacTOIIUTO30M 0€3 Jienghus

(Me 8,7 mkr/n [aumanazon 1,3—57,0 Mxr/n]) u B KOHTpOJbHOH Tpymnme (Me bl
[ananazon 0,8—4,57 mkr/n]). HaubGonee BbIpakeHHBIC pa3IUUUs OTMG%)KIW
nokasaTessiMu ypoBHs ¢pepmenTa y nerer ¢ MoHOIIIIKM (Me 10,9 Mkr/im) ngko bHOU
rpynne (p=0,01). Ilpu ananu3e ypoBHEW TPUNITA3bl B 3aBUCUMOCTH OT IM0JIA ¥ KIIMHHYECKOTO
MOJITUNIA TMATHUCTO-NAMYJIE3HOTO KOXKHOIO MACTOILMTO3a Yy JieTell U TMOAPOCTKOB C

MOHOMOP(HBIM TUTIOM TaKXe ObUIM OIpeneleHbl 0oJiee BHICOKHE 3HAYCHHs (EepPMEHTA.
Cpennee 3naueHue (epMeHTta B rpymme qud(y3HOro KOKHOTO MACTOIMUTO3a COCTaBUIIO

19,3 Mkr/m. \_
PE3OME AONONHUTENBHOMO PE3Y/IbTATA UCCNEAOBAHUA

VY nanueHToB ¢ OOJBITUMU MAaCTOIIMTOMAMHU YPOBHHU TPHUMTA3bl TOCTOBEPHO OTJIMYATUCH OT
3HAYCHWH y JAeTed ¢ ManbiMu mactoumtoMamu: Me 8,4 mxr/m [4,6; 14,5] nmpotuB Me
3,8 mxr/n [1,9; 4,2] COOTBETCTBEHHO.

OBCYXOEHNE OCHOBHOTO PE3Y/IbTATA MCC/IEQOBAHMA V

Tpunraza sBnseTcs OJHUM W3 MHOTO(YHKIMOH3 X MCIMaTOPOB TYYHBIX KJIETOK.
IpOIGMOHCTPUPOBAHO, YTO TPUIITa3a
pEffuecKrX, CEepJACYHO-COCYIUCTHIX,
PECIIHPATOPHBIX, HEPBHLIX M KOKHBIX 3a0omg®anuii [3, & 25]. ChIBOpOTOUHAs TPHITA3a
ABJISIETCS BAXKHBIM OMOMapKEPOM B IMarHOCTUKE 3a00JIEBAHUN TYUHBIX KJIETOK [2, 6, 25].
OU3NONOTUYECKUe YPOBHU 0a3albHON CHIBOPOTOYHOW TPUIITA3bl MOTYT pPa3ludaThbCs y
3/I0pPOBBIX JIIO/IEH B 3aBUCHUMOCTH OT KOJIMYECTBA TYYHBIX KIJIETOK, CKOPOCTH 0Oa3aibHOMU
CEeKpeluu, KonuuecTBa konui rena TPSABI, xonupytomero anbda-tpunrasy, 1 GyHKIUN
nouek [8, 26]. B 2022 rony Koncencyc sxcneproB EBpomneickoil ceT KOMIETEHUUH 10
mactouuto3dy (European Competence Network on Mastocytosis, ECNM) u AMepukaHckoit
MHUIMATUBHOW I'pyNIbl 10 3a00JIeBaHUAM TY4HbIX KiIeTOK (American Initiative for Mast
Cell Diseases, AIM) onpenenunu HOpMadbHble 3HAYCHHsI 0a30BOTO ypOBHS TPUMTA3bl y
B3pOCIIBIX B jauamnazoHe oT 1 mo 15 mkr/miu [26]. B gerckol mpakTHKE TUCKYCCHSI IO
MHTEPIIPETAlNY 3HAYCHUH TPUMITA3bl IPU MACTOIIMTO3€ OCTAETCSI OTKPHITON. DTO CBSA3AHO C
HEOJTHOPOJHOCTBbIO KIMHUYECKUX MPOSIBICHUNA IPU KOXKHOM MACTOLMTO3€ M SIPKUMU
MPOSIBICHUSIMU CHUCTEMHBIX CHMIITOMOB JIETPAHYISALMN TYYHBIX KJIETOK MPU 3HAUYCHUSIX
depmenra Hwke 11,0 mxr/n [20, 21, 25].

[Io paHHBIM Haero HCCIEAOBaHUS, cpeaHee OazalbHOE 3HAYEHUE TPUNTA3bl B
KOHTPOJIBHOM TPYIIIE COCTaBUIIO 2,55 MKI/JI, 9TO COBMAAET C PE3yIbTaTaMH €BPOTIEHCKUX
HCCIIEI0BAHU I [15’18]. 3Ha4YeHMs TPUIITA3bl B KOHTPOJIBHOW TPYyIIE U IPyNax ¢ pa3HbIMU
KJIMHAYECKUMH (OPMaMU MAcCTOIIUTO3a B HAIIIEM MCCIIEOBAHUU JIOCTOBEPHO OTIINYAIIHCH,
YTO MOTYEPKUBAET HEOOXOIUMOCTh OMpEeNieHUs] YPOBHEHW TpuITa3bl Mpu Bcex (hopmax
MacTOLIMTO3a, BKJIIOUas MacCTOLMTOMY KOKu. Halm pe3ynbTaThl COrIacyroTcsi ¢ JaHHBIMU
€IMHCTBEHHOTro  eBponeiickoro  wuccinenoBanuss  (Mcmanumsa, 2012), B KoTOpoM
IIpOaHAIU3UPOBaHbl yYpOoBHM TpunTasel y 111 nereil ¢ koxxkHbIM Mactoumtozom [20].
bazanbHbIN yPOBEHb TPUITA3bl Y UCTIAHCKUX MAIUEHTOB C MATHUCTO-MAIMYIE3HBIM KOKHBIM
MaCTOIIMTO30M cOoCcTaBmI 5,1 MKr/i1, ¢ 1 Py3HBIM KOXKHBIM MacTOIUTO30M — 45,5 MKT/J1.
ABTOpBI TIOJYEPKHYJIM, YTO TPEBBIIICHUE YPOBHS TpUITa3bl Bbime 6,0 MKI/1 Tpedyer
00513aTEIbHOTO HA3HAYCHHS aHTUMEIUATOPHOM Tepanmuy W THIATEIHHOTO HAOJIOJCHUS 32
nanveHTaMu. McmaHckue aBTOpBI yKaszaiau Takke, 4to 12 w3 111 mereid, cTpamarommx
MacTOLIUTO30M, MOTPeOOBaIach TOCHUTATU3ALUSA U3-32 TSKEIBIX, OMACHBIX AJIS KU3HU
CUMITOMOB AaKTUBallMu TY4YHbIX KkieToKk [20]. Pe3ymbraTel JaHHOTO WCCIIEIOBaHUS
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MPOJIEMOHCTPUPOBAIIA, YTO PUCK aHA(UIAKTHUECKUX PEAKIM BBIIE Yy MAIMEHTOB C
MOBBIIIICHHBIM YPOBHEM TPUIITA3bl B CHIBOPOTKE U OOIIMPHBIM TMOPAKEHUEM KOXHU C
anu30/1aMu 00pazoBaHus my3bipeit [20]. Hamu npoaeMOHCTpUpOBaHbl MEMaHHbIE YPOBHU
dbepMeHTa, KOTOpbIe XapaKTePHBI AJIsl BCEH MCCIEAYEMOU TPYIIIbI U KaXA0W KIMHUYECKOM
(OpMBbI KO’)KHOTO MacTOLIMTO3a y AETEW B OTIAEIBHOCTH. MBI IIpeaoiaraeM, 4To 3Ha4eHue
5,0 MK/ sBIseTCS 3HAYMMBIM JUISl TINATEILHOTO HAOMIONEHHS 3a JEThbMH C KOKHBIMWy
MacCTOLIUTO30M. R

Panee MBI BBISIBUJIM, YTO Pa3BUTHE KOXHBIX M CHCTEMHBIX CHMIITOMOB, OINOCPEI0BAaHHBIX
JETpaHyJIsiueNd TYYHBIX KJIETOK, PAa3BUBACTCS y JETEH C pa3IMUYHbIMU KIMHUYECKUMH
dbopMamMu KOKHOTO MAaCTOIIMTO3a NpPH 3HAYCHHSIX TpunTasbl 5,0 Mkr/nm u Bbime [27].
CornacHo JaHHBIM €BPOINEUCKUX HCCIEIOBaHUM, HMCXOIHBIA YPOBEHb TPHUITA3bl HIKE
8 MKI/MJI HE HUCKJIIOYAaeT MEPBUYHBIX 3a00JIEBAHUN TYYHBIX KJIETOK U PHUCKA Pa3BUTUA
aHadunakcuu [25]. Jlpyrue CUCTEMBI OLIEHKH, HCIIOJIB3YeMbIE JUIsI MPOrHO3UPOBAHMS
KJIOHAJIbHOCTU M aHadunakcuu (1kana HanuoHanbHOro MHCTUTYTa 3/PaBOOXpPAaHEHUS U
cosepiieHcTBoBaHus MenuimHckoi momoru NICAS, CIIHA, u mikana Karolinska, [1IBerus),
npeyiaraloT HCIMOJIb30BaTh B KayecTBE IMOPOTOBOTO 3HAYEHHS] YPOBEHb TPHUIITA3bI
11,4 mxr/n [25]. [IpuarMast BO BHUMaHHE, YTO y KaKI0ro 4eTBépToro pedbénka (24,7%) B
HaIlIEeM HCCIIEIOBAaHUHM UCXOIHBIN YPOBEHb TPUIITA3bl MpeBbiian 3uadenue 11,0 mxr/m (cm.
Tabi. 2), mpobiieMa MEeXIUCHUTUTMHAPHOTO BEACHHUS KOKHOTO MAaCTOIMTO3a CTAHOBUTCS
Oosnee ueM oueBugHAa. Hanbonbliee BHUMaHUE CIEAyeT YIEISITh IETAM ¢ MOHOMOP(HBIM
TUTIOM  TSTHUCTO-TIAMYJIE3HOTO KOKHOTO MACTOIHMTO3a (B3POCHBI THUI  KOXHOTO
MacTOIIMTO3a) MO MPHUYHMHE IO3JHEr0 Je0I0Ta W BBICOKOTO pHCKa TpaHchopManuu B
WHJOJICHTHBIH CHUCTEMHBIH MacTonuTo3. 3HaueHue Meauanbl 10,9 MKI/n y ngered wu
noapocTkoB ¢ MOHOIIIIKM aHanorndHo mAaHHBIM HCCIENOBAaHMS 3apyOEKHBIX aBTOPOB,
MPOJEMOHCTPUPOBABIINX YPOBHU TPUIITA3bl OJIMKE K HOPMAIBHBIM Y B3POCIBIX C
MacCTOLIUTO30M C MOHOMOP(HBIMU BBICHITAHUSIMHU Ha KOXe 0€3 MPU3HAKOB CUCTEMHOCTH
(Menmana 10 Mxr/mi, quanason 2—23 mxr/mi) [28])

Pe3ynbTathl BBICOKMX MCXOAHBIX YPOBHEM TpUITa3bl B CHIBOPOTKE KpPOBU IPHU
MHO>KECTBEHHBIX M KPYMHbIX Mactorutomax (Me 8,4 wmkr/m [4,6; 14,5]), BO3MOXHO,
CBSI3aHbI C MNIYOMHOM 3aJieraHus U BBICOKOM IUIOTHOCTHIO TYYHOKJIETOYHBIX HH(UIBTPATOB
B nepme. TmiarenpbHOe KIMHUKO-JIabopaTOopHOE 00CIeIoBaHUE IETEeH ¢ MacTOIMTOMAaMU
MO3BOJIUT MPEAYNPEAUTh Pa3BUTHE KOXKHBIX U CUCTEMHBIX MEIUAaTOPHBIX CUMIITOMOB [24,
27]. U301MpoBaHHbIE MACTOLUTOMBI pa3MepoM MeHee | cM (Maiible), BEpOSTHO, CBSI3aHBI C
MEHBIIEH MeIMaTOPHOM HAarpy3Koil TY4YHBIX KIJIETOK, W 3HAU€HHUS TPHUMTa3bl BBILIE
11,0 MKr/n y oTUX nerei OHEGHGHHIOTCSI peaxo.

OrPAHWMYEHUA UCCIENOB

CDOpMPIpOBaHI/IC BI)I60pKI/I JleTef/'I C KOXXHBIM MAaCTOLIUTO30M JIsd IPOBCACHUA UCCIICIOBAHUA
TpeOyeT OombIIero KonuuecTBa BpeMeHu. CKyIHbIe JTaHHBIE O BO3PACTHBIX OCOOEHHOCTSIX
3HAQ4YECHUI KOHLEHTPALUU TPUIITA3bl B CBIBOPOTKE KPOBH Y 30POBBIX JE€TEH OIrPaHUYNBACT
BO3MOXKHOCTh 3KCTPAIOJIMPOBATh TOJIYYCHHBIC PE3YJIbTaThl KOHTPOJIBHOW TPYIIbI Ha
OOIIYI0 TTOMYJISALIHIO.

3AKJ'IlOLIEHI/IE’

a
CBIBOpOTO‘{HaH TpHUIITa3a SABJISACTCA BaA’KHBIM Ha60paTOpHBIM MoKa3aTciICM, UCII0JIb3YyCMbIM

(B mMarHocTHKE 0OJE3HEN TYYHBIX KJIETOK, B TOM YMCIE KOXKHOTO MACTOLUTO3a Y JIETEH.
HuTepnperanys 3Ha4€HUN TPUNTA3bl Y AETEN 3aBUCUT OT KOHTEKCTA.

[To maHHBIM PE3yJIBTATOB HAIETO HWCCIACAOBAHHS, 3HAYCHHUS 0a3aqbHOW CHIBOPOTOYHOM
TPUITA3bI y 3I0POBBIX JETEH MOTYT BapbUpOBaTh OT 2,55 110 5,0 Mxr/i1. cxoqHbIe 3HaUCHUS
CBIBOPOTOYHON TpHMTa3bl BhIme 8,0 MKI/JI Hale OMpeneNstoTcs y ACTed C MSATHUCTO-
NaIyJa€3HbIM KOKHBIM MAacTOLIUTO30M, MOTYT CONPOBOXAAThCS PAa3BUTUEM KOXHBIX H
CUCTEMHBIX METUATOPHBIX CHMIITOMOB BILIOTH J0 aHA(QWIAKCHH U TPEOYIOT CEpPhE3HOTO
MEXIUCUUIUTMHAPHOTO HAOMIOAEHUS. YPOBEHb TPHUNTA3bl, MPEBBIMIAIONUN 3HAUYCHUE
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11,0 mxr/n, onpenensiercst y 24,7% neTeit ¢ KOKHBIM MacTOIUTO30M, BbIie 20 MKI/1 — y
7,4%. OmpeneneHue ypoBHS TPUNTa3bl HEOOXOAWMO Yy BCEX JIeTEH C YCTAaHOBIIEHHBIM
JIMAarHO30M KOXXHOTO MaCTOIIMTO3a HE3aBUCUMO OT KIIMHUYECKOM (hOPMBI M THIIA, BKIIFOYAs
U30JIMPOBAHHYIO U MHO>KECTBEHHBIE MACTOLIUTOMBI KOXKH. N
Heob6xonuMmebl ganpHeme uccieoBanus, YTOObl BBISCHUTh, KAKUE 3HAUCHHS TPUMTA3bI y
JeTeil SABNAIOTCS MHAMKATOPOM AKTHBALMM TY4YHBIX KJIETOK M MEPBUYHBIX 3a00ieBaHuiily
Ty4YHbIX KJeTOK. HakoHel, n1MHAMHUYECKUA KOHTPOJIb YPOBHSI TPUNTA3bl Y JAETEH MOKET
CIocOOCTBOBATh Pa3pabOTKE HOBBIX CIENU(PHYECKHX TEPANEBTUYECKUX IOAXOA0B K
BEJICHUIO PA3IMIHBIX KIMHUYECKUX (POPM KOKHOTO MACTOIUTO3A.

OONOJIHUTENbHAA UHPOPMALIUA m
HUcTtounuk (¢uHAHCHPOBAHMS. ABTOPHI 3asBISIOT 00 OTCYTCTBHM  BHEIIIHETO
(buHAHCUPOBAHUS MPU TOJTOTOBKE CTATHH. B B

Konduukr uHTEpecoB. ABTOPBI JEKJIAPUPYIOT OTCYTCTBHE SIBHBIX WM IOTEHLIHAJIbHBIX
KOH()JIMKTOB MHTEPECOB, CBS3aHHBIX C MyOIMKAIMEeH HACTOSIICH CTaThH.

Bkaax astopoB. Bce aBTOpbl MOATBEPKAAOT COOTBETCTBHE CBOETO ABTOPCTBA
MexayHapoaHabiM KputepusMm ICMIJE (Bce aBTOphl BHECHM CYIIECTBEHHBIM BKJIAJl B
pa3paboOTKy KOHIIEMIIMU, MPOBEICHUE HCCIEAOBAaHUSA W MOJATOTOBKY CTAaTbH, MPOWIH U
onoOpwiH pUHAIBHYIO BepcHUIio mepes myOnukarueit). HanOGonpimmii Bkiaa pacrnpeaenéH
cienytomum obpaszom: E.W. Kacuxuna, A.Sl. Hama — oOcnenoBanne u HaOII0ICHNAE
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Ta6auna 1. PesynbraTel uccnegoBanuii 6a30BOr0 YPOBHSI CHIBOPOTOYHOM TPUITA3bl B ETCKOH

nonyisanumn

Table 1. Results from baseline serum tryptase studies in children

ABTOpBI

YpoBeHb TPUNITA3bI B BO3PACTHBIX

rpynnax, MKr/Ja

Yuciao

oﬁcnez[osaﬂﬂmx \

Jaereii

Belhocine u coasr., 2011 [15]

0-3 mec — 6,12
6 mec — 18 mer — 3,85

24

Yavuz u coant., 2013 [16]

3roma— 17 ner — 2,91

Slot u coaBr., 2022 [8]

10-19 ger — 3,33

Sahiner u coaBt., 2018 [17] 0-1romq — 4,67 xl 13‘
Sznurkowska u coaBt., 2014 [18] 3 mec — 18 ner — 2,8+2,2
0-9 et — 3,92

1319
186
279

Tabauua 2. PactipeneneHne MaueHToB M0 KIMHUYECKUM (popmam u TI/IHaM KO)KHOFO MAacTOIIUTO3a

1 YPOBHSAM TPHUIITA3bl B CLIBOPOTKE nepn(bepnquKou KpoBHU

a N

Table 2. Distribution of patients according to clinical types of cutaneous r@stocytosw and peripheral

blood serum tryptase levels

Kiaunnuyeckas ¢popma / Htoro, n (%)
THI KOKHOT0 MacTOIMTO3a
Ilamuucmo-nanyné3Holii KOMCHbLL MACMOYUMO3
[TommmopbHBIA 51 7 77 (38,1)
MoHoMopdHBIi 29 5 43 (21,3)
Macmoyumoma x

MHOECTBEHHBIC U >2 CM 39 1 47 (23,3)
<lcm 29 1 - 30 (14,8)
Jnddy3HbIH KOKHBIH MACTOIHUTO3 1 2 2 5(2,5)
Uroro, n (%) 1524075, 35173 15 (7,4) 202 (100,0)

Tabauua 3. Pacipenenenne maueHTOB ¢ MATHUCTO-MAMYIE3HBIM KOKHBIM MaCTOITUTO30M II0 TTOTY
Table 3. Distribution of patients with maculopapular cutaneous mastocytosis by gender

Kaunnueckuid T Iox Hroro, n
My:KkcKoi Kenckuii ’
MouomophHBIH 18 25 43
[TonmumophHBIH 47 30 77
Bcero ‘@ 65 55 120

Tabdauua 4. Vcxomuble MOKa3aTeNd TPHUITA3bl B CHIBOPOTKE KPOBH W JIaHHBIE 00 AMH307aX
aHa(UIIAKCUU Y TPYIHBIX JIETEH ¢ KOXKHBIM MaCTOIIUTO30M
Table 4. Bascline serum tryptase levels and anaphylaxis episodes in infants with cutaneous

mastocytosis
E\‘ Mauwment |, 4 Ne 2 Ne 3 Ne 4 Ne 5
IToxa3zarenn
Bo3spact nepBuuHOro 00paieHus, Mec 2 4 2 3 6
3HaueHUE TPUITA3bI, MKI/J 14,3 8,11 13,9 204 399
D306 aHaQUIAKCHH B aHAMHE3E + - - - +
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Puc. 1. CpaBHeHME YPOBHS TPUIITa3bl B CHIBOPOTKE MEepUPEpUIecKOil KpOBU (MKI/JT) y MALIMEHTOB C
HOJAM- U MOHOMOPGHBIM THIIOM IISTHUCTO-TAITYJIE3HOIO KOKHOI'O MAacTOLIMTO3a U JeTei
KOHTPOJIbHOM I'PYIIIIBI.

Fig. 1. Peripheral blood serum tryptase levels (mkg/L) in patients with poly-/mono maculopapular
cutaneous mastocytosis and in the control group.
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Puc. 2. CpaBHUTEIbHBIC MOKA3aTENIM YPOBHEH TpPUMNTa3bl B CHIBOPOTKE Mepudepruueckoil KpoBu
(MKT/71) y MaJIBYUKOB (n=65) 1 neBoYeK (1#=55) ¢ MATHUCTO-NAMYIE3HBIM KOKHBIM MaCTOIIMTO30M.
Fig. 2. Tryptase levels in peripheral blood serum (mkg/L) in boys (n=65) and girls (n=55) with
maculopapular cutaneous mastocytosis.
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Puc. 3. CpaBHeHHE YPOBHEH TPUIITa3bl B CBIBOPOTKE KPOBHU (MKI/JI) B TPYIINax MalUeHTOB C MOHO-
U TTOJTMMOP(HBIM THUITOM TISITHUCTO-TAITYJIE3HOTO KOKHOTO MAaCTOIIMTO3a B 3aBUCHMOCTH OT IT0JIa.
Fig. 3. Comparison of serum tryptase levels (mkg/L) in patients with monomorphic and polymorphic
types of maculopapular cutaneous mastocytosis depending on gender.
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Puc. 4. CpaBHeHHE YPOBHS TPHUIITa3bl B CHIBOPOTKE KPOBH (MKI/J) Y TAIIMEHTOB C MACTOLIMTOMAaMH.
Fig. 4. Comparison of serum tryptase levels (mkg/L) in patients with mastocytomas.
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