OPUMHATTBHBIE MCCIEOBAHA Tom 21, N2 3, 2024 PoCCUVCKIY annepronorvecKin xypHan -
7

DOI: https://doi.org/10.36691/RJA16963 ' o.)

AHanu3 ypoBHei TpUNTasbl y AeTei ¢ KOXKHbIM | ookl
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AHHOTALIMA

06ocHoBaHMe. YpoBeHb TpUNTasbl B CHIBOPOTKE KPOBM UCMOMb3YeTCs B KAYeCTBe [UarHoCTUYECKOro MapKepa npy MacToum-
TO3€ M CYMTAETCA MOKa3aTeneM MeUaTOPHOI Harpy3KW KIOHAMbHBIX TYYHBIX KITETOK.

Llenb uccnepoBaHUs — MpOBECTM aHanNW3 YpOBHEN TPUMTa3bl y LETEH C PasHbIMU KIIMHUYECKUMM GOPMaMK KOXHOMO
MacTouMTOo3a.

Matepuanbl M MeTogbl. [poBeAEHO OLHOLEHTPOBOE MPOCMEKTUBHOE MUcCnefoBaHue 3a nepuof 2022—2024 ropos. AHanm-
3vpoBanu pe3ynbTaTbl 06cnenoBaHus feteit (n=202) B Bo3pacTe 0T 6 MecsueB 40 17 NeT ¢ AMarH030M «KOXHbIA MacToLy-
T03», HAaXOAMBLUMXCS Ha aMbynaTopHoM NeyeHun B [BY3 «MocKoBCKuIA HayyHo-NpaKkTMYeckui LieHTp epMmatoBeHeponorum
1 KOCMETONOTMM». YPOBHM TPUNTa3bl B CHIBOPOTKE KPOBU ONPEENASN METOA0M UMMYHO(hEPMEHTHOTO aHanu3a.
Pe3ynbtathl. MefuaHHbIii GasanbHbili ypoBeHb TpunTasel Ans Bceid rpynnbl (n1=202) coctasun 5,09 Mkr/n (amanasoH
1,3-57,0 Mkr/n). ¥ 17,3% nauneHTOB BbLISBNIEHO NPEBbILIEHME 3HAYEHMIA CbIBOPOTOYHOM TpunTasbl Bbiwe 11,0 MKr/n,
y 7,4% — Bbiwe 20,0 Mkr/n. CpenHee 3HaueHue ypoBHs GepMeHTa B KOHTPOJIbHOW rpynne coctaBunio 2,55 MKr/n. Beisene-
Hbl JOCTOBEPHbIE Pa3MuMs KOHLIEHTPaLMU TpUMTasbl B rpynnax NATHUCTO-MAMyNE3HOT0 KOXHOM0 MacToLmMTo3a W KOHTPO-
na (p=0,05). MeanaHHoe 3HayeHWe YpOBHA TPUNTa3bl Y LETel C NATHUCTO-NAMyNE3HbIM KOXHBIM MacTOLMTO30M COCTaBWIIO0
8,7 MKr/n. Hanbonee BbIpaXeHHbIE pasnuuns 0TMeYannch MeXY NoKasaTensmu hepMeHTa y AeTeit ¢ MOHOMOPGhHBLIM TUMOM
MATHACTO-NaNYNE3HOro KOXHOr0 MacToumTo3a U B KoHTponbHow rpynne (p=0,01). Mpu aHanu3e ypoBHe! TpunTasbl B 3aBu-
CMMOCTM OT N0JIa U KIMHWUYECKOTO TUNa NATHWUCTO-ManyaE3HOro KOXHOr0 MacTouuto3a bonee BbICOKWe 3HaueHUs depMeHTa
onpefeneHbl y AeTel U NOLPOCTKOB C MOHOMOP(MHbIM TUMOM.

3aksioyeHmne. HeobxoavMbl fanbHeiwne UCCNefoBaHNs, YTODbI BbIICHUTb, Kakas KOHLEHTpaLmsa TpunTasbl Y feTei ABns-
€TCA MHAMKATOPOM aKTUBALMM TyYHBIX KIIETOK U NEPBUYHBIX 3a00/1eBaHNUN TYYHBIX KINETOK. HaKoHeL, feTanbHoe NOHUMaHKe
YPOBHEWN TpUNTa3bl y feTeil MOXKET crnocobcTBOBaTL pa3paboTKe HOBbIX CreLmMdUYecKUX TepaneBTUYECKUX NOAX0L0B K Befe-
HUIO PasfIMYHbIX KIIMHUYECKUX GOPM KOXHOI0 MacToumuTosa.

KnioueBble cnosa: TpunTasa; MacTouuTOo3; I'IFlTHVICTO-I'IaI'IYHéBHbIﬁ KOXHblii MacToLMTO3; MacTOLMTOMa; AETW.
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Tryptase levels in children with cutaneous
mastocytosis: a prospective study
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Ahmed Yasser Nada3

1 Moscow Scientific and Practical Center of Dermatovenereology and Cosmetology, Moscow, Russia;
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ABSTRACT

BACKGROUND: Serum tryptase levels are used as a diagnostic marker in mastocytosis and are considered an indicator of clonal
mast cell load.

AIM: To analyze tryptase levels in children with different clinical types of cutaneous mastocytosis.

MATERIALS AND METHODS: A single-center prospective study was conducted for the period 2022-2024. The results of
examination of 202 children aged from 6 months to 17 years with a diagnosis of cutaneous mastocytosis, who were undergoing
outpatient treatment at the Moscow scientific and practical Center of dermatovenereology and cosmetology, were analyzed.
Serum tryptase levels were determined by enzyme immunoassay.

RESULTS: The median basal tryptase level for the entire group (n=202) was 5.09 pg/L (range 1.3-57.0 pg/L). Serum tryptase
values exceeding 11.0 pg/L were detected in 17.3% of patients, and 20.0 pg/L in 7.4%. The mean enzyme level in the control
group was 2.55 pg/L. There were significant differences in tryptase concentrations between the maculopapular cutaneous
mastocytosis and control groups (p=0.05). The median tryptase level in children with maculopapular cutaneous mastocytosis
was 8.7 pg/L. The most pronounced differences were observed between the enzyme levels in children with the monomorphic
type of maculopapular cutaneous mastocytosis and in the control group (p=0.01). Analysis of tryptase levels depending on
gender and clinical type of maculopapular cutaneous mastocytosis showed that children and adolescents with the monomorphic
type of maculopapular cutaneous mastocytosis had higher enzyme levels.

CONCLUSION: Further studies are needed to determine which tryptase levels in children are indicative of mast cell activation and
primary mast cell diseases. A detailed understanding of tryptase levels in children may facilitate the development of new specific
therapeutic approaches to the management of various clinical forms of cutaneous mastocytosis.

Keywords: tryptase; mastocytosis; maculopapular cutaneous mastocytosis; mastocytoma; children.
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OPUTHAJTBHBIE VICCTIE IOBAHNA

Ob0CHOBAHUE

TyyHble KNeTKU NpefcTaBnAT cob0i MHOrodyHKUMO-
HaNlbHble MMMYHHbIE KNETKU KOCTHOMO3rOBOrO MpOMC-
XOXKAEHWA. IKCMpeccupys LUMPOKWA CMEKTP peLenTopoB
1 BbICBODOXK s NpU LerpaHynaumum Meamatopbl, OHU UrpatT
KIHOYEBYIO POSib B pEaKLMAX BPOXAEHHOMO M NPUOOPETEHHO-
ro ummyHuTeta [1]. K 0CHOBHBIM KOMMOHEHTaM CeKpeTopHbIX
rPaHyN TYYHbIX K/IETOK OTHOCSAT B TOM uucie cneumduyHble
ANS HAX npoTeasbl — XMMasy, TPUNTasy W KapboKcunenTu-
£asy. TpunTtasa TyuHbIX KNETOK NpefcTaBnser cobon Heii-
TpanbHyl CEPUHOBYK MpoTeasy C MOJIEKYNAPHOW Maccoi
134 k[a [2]. KonnyecTBo TpUnTasbl B OLHOW TYYHOWN KieTKe
coctaensieT 10-35 nr [3]. ®epMeHT COCTOUT U3 YeTbIpEX He-
KOBANIEHTHO CBSI3aHHbIX CyObeAMHUL, KaXdas W3 KOTOpbIX
MMeeT OfIMH aKTUBHBIN KaTaUTUYeCKUi LieHTp. PaspyLueHue
TeTpamMepa Ha MOHOMepbI Bbi3bIBaeT MHAKTMBALMIO TPUMTa3bI.
TpunTasbl NoMy4mny CBOE Ha3BaHMe M3-3a UX TPUMCMHOMO-
[06HON cybcTpaTHoi cneuuduyHocTh. B opraHuaMe ueno-
BeKa JKCMpeccupyloTcs ABa BMAA TpUnTas — a-TpunTasa
n B-TpunTasa. Anbda-TpunTasa — OCHOBHAs LMPKYNUpY-
toas m3odopMa. beta-TpunTasa, NpeanonoXuUTeNbHO, AB-
NAeTCA NpeaBapuTeNbHO CHOPMUPOBAHHBIM U XPaHALLMMCS
B CEKPETOPHBIX rPaHy/iax OCHOBHbIM KOMMOHEHTOM npoTeas,
BbICBODOX AAOLLMMCA NpK ferpaHynaumm [4].

HopMarbHble pedepeHcHble 3HauYeHUs TpUNTasbl B Chbl-
BOPOTKE KPOBM Y 3[0POBbIX B3pOC/bIX AOCTaTOMHO CTabWib-
Hbl W BapbUpYKOT B AnanasoHe ot 1 ao 15 MKr/n, coctanss
B CpeaHeM 0Kono 5 MKr/n [5, 6].

OCHOBHbIM MOKa3aHWEM A1 U3MEPEHUS KOHLLEHTpaLum
TpUNTasbl ABMAKTCA LMArHOCTUKA COCTOSIHWM, CBA3aHHbIX
C CUCTEMHOM aKTMBALMEN TYYHbIX KIIETOK (Hanpumep, BO Bpe-
MS aHaUNaKCU UM 3NU300B CUHAPOMA aKTUBALIMM TYYHBIX
KNETOK), ¥ HacneacTBeHHOM anbda-Tpuntasemun (hereditary
alpha tryptasemia, HaT). HacnencteeHHas anbda-Tpuntase-
MWsi — ayTOCOMHO-[0MWUHaHTHOe 3aboneBaHue, Npy KOTOPOM
onpefenseTcs NoBbILIEHHOE YACNO KONMIA anbda-Koaupyto-
wero (>2) reHa TPSABI [7]. MpeBbiweHne 6a30Boro ypos-
HA CbIBOPOTOYHOW TPWMTa3bl, KOTOPbIN B HacTosLLee Bpems
KJIMHUYeCKM onpeaensetcs Kak 11,4 Mxr/n [8, 9], xapakTtepHo
ANs MacTouuMTo3a, rMnep3o3uHOGUIbHOTO CUHAPOMA, Mue-
NOMOHBIX HOBOODBPA30BaHMIM, XPOHWMYECKON DONe3HU Mouek,
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3031HoUNbHOrO 330daruta U peematougHoro aptputa [10].
lNpennonaraetcs, yto HoT MoxeT sBnATbCS Haubonee pac-
MPOCTPAHEHHOIN NPUYMHOIA NOBLILLIEHHOTO Ba3abHOro YPOBHS
CbIBOPOTOYHOW TpUNTa3bl B 06LLel monynaumu, Ho B 60sib-
LUMHCTBE aCCOLMATUBHBIX WUCCNEAOBaHWUA OLLEHKM 4acToTbl
JaHHoro 3abonesanua He nposoamnock [8, 10].

Mokasatenu TpunTasbl, CTOAKO NpEBbLILLAIOLLME YPOBEHD
20 Hr/mn (MKr/n) Npu OTCYTCTBUU CUCTEMHBIX aNepruyeckux
peaKuuid, SBNSLOTCA BTOPOCTENEHHBIM ANarHOCTUYECKUM KpU-
TepUeM CMCTEMHOIO MacToLmTo3a. TaK, UHLONEHTHBIN CUCTEM-
HbIli MacToLMTo3 Be3 NopaxeHUs KOXM YacTo Habnwopaetcs
Y MauMEeHTOB C CUCTEMHbIMU anepruyeckuMu peaxkumamm
Ha [ NepenoHYaTOKPbINTbIX 1 COMPOBOXAAETCS MOBLILLEHNEM
0a3anbHOro YpoBHs TpUNTasbl B CbIBOPOTKE Kposm [11].

CnepyeT OTMETWUTb, YTO AWArHOCTUYECKWUW anroputM
MpU NOBbIWEHUM 3HAYeHUs TpunTasbl Bbiwe 20 MK/
Yy B3POC/bIX MMEET YETKYK CTPYKTYpY MOMCKa/UCKIIYEHMS
CUCTEMHOrO MacTouuTo3a. B pgeTckoii npakTuke onpepnene-
HWe YPOBHS TPUNTa3bl HE BKJIOYEHO B AMArHOCTUKY KOXKHOIO
MactoumTosa [11]. KnuHnyeckas oueHKa CTeneHu TAXeCTH
KOXXHOr0 MacToLuTo3a M COrocTaBneHue eé ¢ pesynbTaTami
nabopatopHoro uccnenoBaHusa y peteit Poccuiickon Qepe-
pauun NpoW3BOAATCA Ha OCHOBaHWM MOKa3aTeNs BepxHeW
rPaHMLbl HOPMaJbHOTO 3HAaYeHWs TPUMTa3bl, COCTABNALLEND
11,0 MKr/n. Ny MHTEpNpeTaLmMu pe3ynbTaToB aHaau3a v B pe-
KOMEHJALMAX N0 BEAEHUHO EeTel C KOXKHBIM MacTOLMTO30M
He YUNTLIBAKTCA JaHHble 3apyOeXHbIX UCCNe0BaHMIA Mo KU3Y-
yeHuto 6a30BOro YpoOBHA TPUNTa3bl B Pa3fINUHbIX BO3PACTHbIX
rpynnax (tabn. 1) [12—15]. MpuMeyaTenbHo, YTO KOHLIEHTPa-
LS TPUNTa3bl B CHIBOPOTKE KPOBM Yy 3[0POBLIX JETel, onpe-
LeNEHHasA BO BCEX MepeYNCNIeHHbIX B Tabn. 1 uccnenoBaHusy,
Obina Hxe, YeM y B3pocbix [16—18].

AHanus 3HayeHmii TpUNTasbl B pa3HbIX BO3PACTHbIX Pyn-
nax noKasan, YTo pUCK TAXENOW aHapUNaKcumM y NauneHToB
C NaTosiorMeit Ty4HbIX KJIETOK acCOLMMPOBaH C YPOBHAMM
TpunTassl BoiLLe 8 MKr/n [8, 19]. Bbicokuii ypoBeHb 6a3anbHoil
CbIBOPOTOYHOM TPUMTa3bl B COYETaHWM C PacrpOCTPaHEHHBIMM
BbICHINAHUAMM Ha KOXe Y [ieTeld C MacTOLMTO30M KOppesu-
poBas C BO3MOXHOCTbIO Pa3BUTMSA CEPbE3HbIX CMMMTOMOB
aKTUBauMu TyuHblx KneTok [20]. YpoBHM TpunTasbl bbinu
[O0CTOBEPHBIM MPEAUKTOPOM aHahMNaKTUYeCKUX COBbITMI

Tabnuua 1. PesynbTathl McCefoBaHWIA Ha30BOr0 YPOBHS CbIBOPOTOYHOM TPUMTa3bl B AETCKOM NONynALmMM

Table 1. Results from baseline serum tryptase studies in children

ABTopbI YpoBeHb TpunTasbl B BO3PAcTHbIX Fpynnax, MKr/n Yucno obcnesoBaHHbIX AeTelt, n
. 0-3 Mec — 6,12

Belhocine u coasrt., 2011 [15] 6 Mec — 18 net — 3,85 242
Yavuz 1 coast., 2013 [16] 3 ropa - 17 net — 2,91 55
Sahiner u coasT., 2018 [17] 0-1rop — 4,67 113
Sznurkowska v coasr., 2014 [18] 3 Mec - 18 netr — 2,8+2,2 131

0-9 ner — 3,92 186
Slot v coasr., 2022 [8] 10-19 net — 3,33 979
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y LeTeii B PETPOCMEKTUBHOM MCCNELOBaHWM, BKJIOUMBLLEM
102 pebéHKa c KoxHbIM MacToumTo3oM [21]. CnegosatenbHo,
KOHTPO/b 3HAYEHUIA TPUNTasbl Y AeTel, CTPAfatoLLMX KOX-
HbIM MacTOLMTO30M, HeobXoauM ANs rpaMoTHOTO MeXAauc-
LMNIMHAPHOTO B3aMOJENCTBUSA B paMKaX AMCMaHCEepHOro
HabnoAeHNa JaHHbIX NaLMUeHTOB.

Lenb uccnepoBaHns — aHanu3 noxasatenei ypoBHeN
TpUNTasbl y AeTed C PasHbIMU KIMHUYECKUMM (opMamu
KOYKHOI0 MacToLMTO3a.

MATEPWUAJIbI U METObI

Jln3aiiH uccnepoBaHus

lpoBeneHo 0HOLIEHTPOBOE MPOCMEKTUBHOE CMIOLIHOE
uccneposanue 3a nepuop, ¢ 2022 no 2024 rop, ¢ NpUMEHEHU-
€M J1labopaTopHOro, CTaTUCTUYECKOrO, aHANIMTUYECKOTO MeTo-
[0B UCCNEAO0BaHUA, TEKYLLEro HabmofeHus U KabuHeTHoro
MUccnenoBaHus.

Knaccudukaums pasnuuHbIX KIIMHUYECKUX TUMOB KOXK-
HOro MacTouuMT0o3a NpoBefieHa B COOTBETCTBMM C aKTyaib-
HOM KnaccuduKaumeli BceMmpHOM opraHu3aumm 34paBoOX-
paHenus [22, 23].

KpMTepMM cooTBeTCTBUA

Kpumepuu eK/it04eHus: [ETU MYXCKOTO U JKEHCKOro nona
B BO3pacTe OT 6 MecAueB A0 17 neT BKKYUTENBHO C KIK-
HUYecKUMM HOPMaMM KOKHOMO MacToLMTO3a; NMUCbMEHHOE
MHhOPMMPOBAHHOE COrTIacue MauueHTa/poauTens nauueHTa
Ha npoBefieHWe NabopaTopHOro MccnenoBaHMs.

KoHTponbHas rpynna cdopmmupoBaHa 13 20 aetei be3 kox-
HOr0 MacTOLMTO3a U OTATOLLEHHOTO a/NIePriyeckoro aHaMHesa.

Kpumepuu ucktoyeHus: 0TKa3 popuTeneid T uccnepo-
BaHWS; NOCTOSHHBIA NPUEM TIIOKOKOPTUKOMAOB CUCTEMHOMO
AEeNCTBUS U/UI @aHTUTUCTAMUHHBIX MPenapaTos.

YcnoBus nposegeHuA

B uccnenoBaHue BKMoYany AaHHble feTeld, HaX0aMBLLMX-
s Ha aMbynaTopHOM NieyeHun 1 HabmopeHnm B TBY3 «Moc-
KOBCKWI Hay4yHO-NpaKkTudyeckuii LieHTp AepmatoBeHeposorum
M KocMeTonorumy B nepuog, ¢ anpens 2022 no Maii 2024 ropa.

J1abopatopHble nccnenoBaHus BbiNonHeHb! Ha 6a3e MBY3
«MoCKOBCKUIA Hay4HO-NpaKTUYeckui LieHTp fepMaToBeHepo-
JIOTUM U KOCMETONOMUU».

OnucaHne MegMUMHCKOrO BMeLLaTeNlbCTBa

Knuhnueckoe obcnenoBaHue BKioYano cbop aHamHesa
U du3MKanbHoe 0bcnefoBaHWe YHaCTHUKOB MCCNELO0BAHUA.
B coMHUMTENBHBIX Cy4asx NPOBOAMIOCH MMCTONOMMYECKOE UC-
cnepoBaHWe buonTtata Koxu B 0611acTi BbIChINaHMIA.

Bce naumeHTbI BbIAM NPOKOHCYNLTUPOBAHBI CNELMANUCTOM
annepronoroM-uMMyHonoroM 'bY3 «MocKoBCKui HayyHo-
npaKkTnyeckui LieHTp AepMatoBeHeposnioruy 1 KOCMETOoMm».

B3sTe BEHO3HOM KpOBWM MPOBOAMIOCH B TeYeHWe
[Hs, HO He paHee YeM Yepe3 3 yaca mocsie MPUEMA MULLM,

Vol. 21 (3) 2024
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WNKM YTPOM HaTtowwak. KoHueHTpauuio Tpuntasbl B KPOBM
onpepensnu MeToAoM WMMYHOQMIOOpecLeHUMn Ha Tpéx-
MepHoiA nopucTon TBEépaon dase (texHonorus ImmunoCAP,
Pharmacia Diagnostics AB, LLseuys).

OcHOBHOM UCX0A, UccnenoBaHuUsA

Y neteii ¢ pasHbIMU KJIIMHUYECKUMM HOpMaMU W TUMaMK
KOXHOr0 MacTouMTo3a aHanM3vpoBanM UCXOAHbIE 3HAYEHUS
KOHLIEHTpaumn TpunTasbl B CbIBOPOTKE KPOBM NoC/e Mog-
TBEPKEHUS AMArH03a KOXHOM0 MacToLuMTo3a 1 40 HasHave-
HWSA CUCTEMHOM W HapY)XHOW Tepaniu.

JlononHutenbHble Ucxoabl UCCNeA0BaHUSA

MpoBenéH aHanu3 noKasatenen TpunTassl y AeTel ¢ Mac-
TOLMTOMaMM KOXU B 3aBUCUMOCTH OT pa3MepoB BbIChINaHui
(bonee 2 cM 1 MeHee 1 cM).

3TnyecKas 3KcnepTusa

lpoBeneHne MccnefoBaHMs COMMAcoBaHO C NOKaNbHLIM
KoMuTeTOoM no 3TuKe npu BY3 «MocKoBCKuiA HayyHO-NpaK-
Tyeckui LleHTp aepmaToBeHEponoruu U KoCMETONOorum»
(npotokon N 58 ot 31.03.2022).

CTraTUCTUYECKUMK aHanus3

HeobxoanMblii pa3mep BbIDOPKM MUCCNENOBaHNA He pac-
CUUTBLIBaNM BBULY PEAKOCTM NATONOMUM.

CraTucTUYeCcKWA aHanu3 NpPOBOAMAM C MCMOMb30BaHWUEM
nporpammbl StatTech v. 3.1.8 (Crattex, Poccus). KonmuecTseH-
Hble MOKa3aTe/M OLEHMBANUCL Ha MPeAMET COOTBETCTBUSA
HOpPMaJlbHOMY pacrnpefeneHnio ¢ nomoLubio Kputepus La-
NUpo-Yunka (npu uncne mccnemyemblx MeHee 50) unam Kpu-
Tepus KonmoropoBa—CMupHOBa (Mpu umncne uccnemyembix
bonee 50). OnucatenbHan cTaTUCTUKA BKJIOYaNa KOSIMYECTBO
M NMPOLEHT MaLUMeHTOB B COOTBETCTBYIOLUMX Fpynnax AeTeil
C KOXHbIM MacToOLMTO30M, a TaKKe pacnpefeneHue nauu-
€HTOB MO0 AManasoHaM 3HauyeHWii CbIBOPOTOYHOM TPUMTA3bl.
B cnyyae otcyTcTBMA HOPMANbHOMO pacrnpefeneHns Konude-
CTBEHHbIE [1aHHbIE OMUCbIBaNM C MOMOLLbIO MeauaHbl (Me)
U HWKHero u BepxHero kBaptunei (Q1-Q3). Ina cpaBHeHuns
OBYX BblOOPOK MaLMEHTOB C pasHbIMU KIMHUYECKUMU dop-
MaMW M TUMAMW KOXHOIM0 MacTouuTo3a C HEeHOpPMallbHbIM
pacnpefeneHneM 3HaueHui TpUNTasbl NPUMEHSNM Henapa-
MeTpuyeckui Kputepuin KonmoropoBa—CMupHoBa. Paznnuns
CUMUTanM CTaTUCTUYECKM 3HauMMbIMK npu p <0,05.

PE3Y/IbTATbI

06beKTbl (yyacTHUKM) UccnenoBaHus

B uccnepoBanve BKJtoueHbl JaHHble 202 nauueHToB,
13 Hux 116 (57,4%) manbumkoB u 86 (42,6%) neBoyeK, B BO3-
pacTe ot 6 MecsLeB A0 17 NeT BKIIUYUTENBHO C PasHbIMU Kin-
HUYeCKUMK GopMaMM KOXKHOro MacTouuTosa. CTpyKTypa na-
LIMEHTOB COMIACHO KIIMHUYECKUM (OpMaM M TUNaM KOXKHOTo
MacToLMTO3a OTpaeHa B Tabn. 2. [aumeHTbl ¢ MacToLMTOMO
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Ta6nuua 2. PacnpezeneHne NaLuMeHToB MO KIMHUYECKUM GOpMaM U TUMaM KOXHOM0 MacToLMTO3a W YPOBHSAM TpUMTasbl B CbIBOPOTKE

nepudepryecKon Kposu

Tom 21, N2 3, 2024

PoccuAcKmi annepronoriyecKmii xXypHan

Table 2. Distribution of patients according to clinical types of cutaneous mastocytosis and peripheral blood serum tryptase levels

Knuhuueckas dopma /

[lnanasoHbl ypoBHel CbIBOPOTOYHOM TPUNTa3bl, MKI/N

TUN KOXKHOrO MacToLuMT03a 0-11,0 11,0-19,9 20,0-60,0 Wroro, n (%)
[lamHucmo-nanynésHeill KoXHbIU MACMoyumo3
MonuMopdHbIN 51 16 7 77 (38,1)
MoHoMopdHbIi 29 9 5 43 (21,3)
Macmouumoma Koxcu
MHoxecTBeHHbIe U >2 cM 39 7 1 47 (23,3)
<1 c™m 29 1 - 30 (14,8)
[N dy3HbIN KOXKHBIA MacTOLUTO3 1 2 2 5(2,5)
WUroro, n (%) 152 (75,3) 35(17.3) 15 (7,4) 202 (100,0)

KOXw Obinu pacnpefeneHbl Ha ABe rPynMbl M0 Yucny ane-
MEHTOB 1 pa3Mepy BbicbinaHuii. K nepBoii rpynne (bonbLume
MacTOLMTOMBI) Dbl OTHECEHbI 47 AeTeN C MHOMKECTBEHHBIMM
MacTOLMTOMaMM KoK (He bosiee TPEX 3NeMeHTOB) U/Unun pas-
MepoM Gonee 2 cM. Bropas rpynna (Manbie MacToLuTOMbI)
BK/oYana 30 aeTel ¢ M30/MpOBaHHOM (CONMTapHOI) MacTo-
LIMTOMOM KOXMW AMaMeTpoM MeHee 1 cM.

OcHoBHble pe3ynbTaTtbl UCC/IeO0BaHUA

MenuaHHbIi 6a3anbHbIi YpoBEHb TPUMTa3bl 4151 BCEM rpyn-
nbl (n=202) coctasun 5,09 mMkr/n (ananasox 1,3-57,0 MKr/n).
Y 35 (17,3%) naumeHTOB BbISIBNEHO MpEBbLILLEHNE 3HAYEHMIA
CbIBOPOTOYHOI TpunTasbl bonee 11,0 Mkr/n, y 15 (74%) —
bonee 20,0 Mkr/n (cM. Tabn. 2).

lMoKa3aTenu KOHLEHTPaLUMM GepMeHTa B KOHTPOJbHOM
rpynne He BbIXOLWAW 3a Npefenbl BEPXHEr0 HOpPMasbHOro
3HaueHns 11,0 MKr/n [9]. MeanaHHbiit ypoBeHb depMeH-
Ta B KOHTPOJbHOI rpynne coctaBun 2,55 MKr/n (auanasoH
0,8-4,57 mkr/n). Mokasatens Mogpl (Mo) — 2,1 MKr/n.
Ha puc. 1 npencTaBneHa cpaBHUTENbHAs XapaKTepUCTUKa
3HaYeHW TpUNTasbl y MALMEHTOB C MATHUCTO-MANYNE3HbIM
KOXHbIM MacToLMTO30M W JeTel KOHTPOSbHOM rpynbi.

MpW conocTaBneHnn COLepXaHus TPUNTasbl B CbIBOPOTKE
KPOBY MaLMEHTOB BCEX UCCIEAYEMBIX FPYNN BbISBIEHbI JOCTO-
BEPHbIE PasNMuMs KOHLEHTpaLMM hepMeHTa Mexay rpynnamu
MATHUCTO-NANYNE3HOTO KOXHOM0 MacTouuTo3a (MOHOMOpOHIN
TN NATHUCTO-NaNYNE3HOM0 KOXHOro MacTouuTo3a, MoHolNKM;
NONMMOPGHBIA TUN MATHUCTO-NANYNE3HOTO KOXHOTO MacToLu-
T103a, nomlMKM) u KoHTponkHow rpynnoii (p=0,05). MeamaH-
HbI YpOBEHb TPUNTa3bl Y BCEX [ieTel ¢ NATHUCTO-NanyNe3HbIM
KOXHbIM MacTouuTo3oM 6e3 AeneHns Ha MOATUMbI COCTaBuI
8,7 Mkr/n (amanasoH 1,3-57.0 Mkr/n). Haubonee BbipaxeH-
Hble pasnuuMsa OTMeYaluCb MeXAy MoKasaTensMu YpOBHSA
depMeHTa y petert ¢ MoHOlNKM — Me 10,9 (ananasoH
2,84—46,3 MKr/n) n B KoHTponbHo rpynne (p=0,01). 3HaueHms
Me 6,1 (ananasoH 1,3-57,0 Mkr/n) y aeteii ¢ nomlIKM Takoke
Dbl JOCTOBEPHO BbILLE, YEM B KOHTPOAbHOM rpynne (p=0,05).
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Ananu3 ypoBHei TpunTasbl y nauueHtoB ¢ MoHolNKM
MMEET BaXKHOe 3HaueHWe Ans JanbHeiLiero NnporHo3vpoBa-
HWA TeueHUs 3a00NeBaHNsA, NOCKOMbKY UMEHHO 3TOT KIMHM-
YECKWiA BapMaHT MOXET TPaHC(hOPMUPOBATLCS B MHAONEHT-
HbIll cucTeMHBIA MacTouuTos [11, 21]. Pacnpepenenue uncna
obcnenoBaHHbIX JeTel C pasHbIMW TUMaMK NATHUCTO-Nany-
NE3HOM0 KOXKHOTO MacToLMTo3a B 3aBUCUMOCTU OT Mofa oT-
paxeHo B Tabn. 3.

Ha puc. 2 oTpaeHbl YpoBHM TpunTasbl Y 65 Manb4nKoB
u 55 neBouek 6e3 pasgeneHus no TMNaM NATHUCTO-Many-
NE3HOT0 KOXHOro MacTtouuTtosa. Pasnuuus B UccneayeMbix
BblDOpKax HepocToBepHbl (p=0,995). YpoBHM TpunTassl y no-
NOBUHbI 06CNeA0BaHHbIX MALMEHTOB MYXCKOrO Nosia Haxo-
avnuch B npepenax 6,25-10,23 mkr/n npu Me 4,93 Mkr/n
u amnautyge psga 2,00-46,10 MKr/n. YpoBHM TpunTasbl

60 38
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Puc. 1. CpaBHeHWe ypoBHs TpUMTa3bl B CLIBOPOTKE MepUQEpUHECKoii
KpoBM (MKI/M1) Y NaLMEeHTOB C NOAU- U MOHOMOPGHBLIM TUMOM MSTHN-
CTO-NanyNE3HOro KOXXHOr0 MacToLmMT03a U [leTel KOHTPOSBHOM Mpynibl.
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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Ta6nuua 3. PacnpezeneHne NaumMeHToB C NATHUCTO-MNANYE3HBIM KOXHBIM MacTOLMTO30M Mo Mosty
Table 3. Distribution of patients with maculopapular cutaneous mastocytosis by gender

. Mon
Knunnuyeckui Tun . . Uroro, n
My:kckoii Y¥eHckuii

MoHoMopdHbIi 18 25 43

MonumopdHbIn 47 30 77

Bcero 65 55 120
60 Yy NON0BWHBI 06CNef0BaHHbIX MALMEHTOB KEHCKOro nona Ha-
38 xopunuco B npeaenax 6,53—11,82 mkr/n npu Me 5,66 MKkr/n
504 n amnautyge psga 1,00-57,00 mkr/n (cM. puc. 2). B 1o xe
12 9% BpeMsl MpW aHanu3e YpoBHEN TPUMTasbl B 3aBUCUMOCTH
3 401 OT M0/1a U KNIMHMYECKOTO TUNa NATHUCTO-ManyN&3Horo Kox-
£ HOro MacToLMTO3a Yy ieTell U NOAPOCTKOB C MOHOMOPGHBIM
& 3 9 7 TMNoM 6binn onpefeneHbl bonee BbICOKME 3HaueHus dep-
2 %0 M meHTa (puc. 3). Kputnyeckoe 3Hauenue kputepus Kon-

o

£ 20- 508 89 MoropoBa-CMUPHOBA [NA HE3aBUCUMBIX BBIGOPOK Ag g5
81 T coctaBuno 1,32, amnupuyeckoe — 1,83. Takum obpasom,
104 A\=1,83>1,32, cnepoBatenbHO, HyneBas runoTesa («ypoBHU
= TpUNTa3bl ABNAITCA OAMHAKOBBIMU B UCCNEyeMbIX BbIOOp-
0- Kax») bblna 0TKNIOHEHa, U paccMaTpyUBaeMble rpynnbl LeTeld
My Wew (MoHOMMKM 1 nonulMKM) goctoBepHO oTAMYanucb Apyr

Mon

Puc. 2. CpaBHuTENbHbIE MOKA3aTeNM YPOBHEN TPUMTa3bl B CbIBOPOT-
Ke nepudepuyeckoil Kposu (MKI/M) y MarnbumkoB (n=65) 1 neBoueK
(n=55) ¢ NATHUCTO-NANYNE3HBIM KOXHBIM MaCTOLMTO30M.

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. CpaBHeHue ypoBHeil TpUNTasbl B CHIBOPOTKE KPOBW (MKr/)
B rpynnax NauMeHToB C MOHO- 1 MOIMMOPHBIM TUMOM NATHUCTO-MNa-
NYNE3HOT0 KOXHOT0 MacToLmMTo3a B 3aBUCKMOCTM OT Mofia.

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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ot apyra (p=0,038).

B nocnepHue rogbl perucTpupyeTcs pocT yucna peteid
C MacCTOLMTOMOM KOXM C BbIPaXKEHHbIMU KJIMHUYECKUMU
NPOSBNEHUAIMUA CUMMTOMOB AErpaHynAuMmU TYYHbIX KIETOK
(obpasoBaHue ny3bipei, KpanuBHULA, hRaLIMHI-peakumm,
anapes) [24]. 310 06CcTOATENLCTBO ABUAOCH NPUYMHON aHa-
N33 YpOBHel TpunTasbl B 3aBUCMMOCTM OT YuCiia M pas-
MEpOoB BbICbiNaHuin (puc. 4). Y maumeHToB C 00NbWKUMM
MacTouMTOMaMu aHanu3 ypoBHEel TpunTasbl NPoOLEMOH-
CTpupoBan 3Hadyenust Me 8,4 Mkr/n [4,6; 14,5], ¢ ManbiMu

20
2 -
38218 .75
15 o5

19

YpoBeHb TpUnTassl
=
1

T T
bonblume MacToLMTOMBI Manble MacTouMTOMbI

Tunbl MacToumToM
Puc. 4. CpaBHeHWe ypoBHs TpUMTasbl B CLIBOPOTKE KPOBK (MKr/n)
Y NaLMEeHTOB C MacTOLMTOMaMMU.

Fig. 4. Comparison of serum tryptase levels (mkg/L) in patients
with mastocytomas.
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MactouutoMamu — Me 3,8 Mkr/n [1,9; 4,2]. IMnupuyeckoe
3HaueHue Kputepus Konmoropoa—CmupHoBa (A) npeBbi-
CUNO KPUTMYECKOE W COCTaBMI0 A>Ag o5 (2,56>1,84), cnepo-
BaTesIbHO, HyNeBas runotesa («pacnpefeneHue 3HayeHwit
depMeHTa SBNSETCA OLMHAKOBbLIM B UCCNEAYEMbIX Bblbop-
Kax») bblna OTKNOHeHa. 3HauyeHus TpunTasbl y HOMbHBIX
C MHOXECTBEHHbIMM U bonblumMm (bonee 2 cM B anamert-
pe) MacTouMTOMaMW [OCTOBEPHO OTIWYANMChb OT TaKo-
BbIX B rpynne Aeteit ¢ ManbiMu MacTouutoMamm (p=0,05).
Mpu cpaBHeHWM NoKasaTeneil TpuNTasbl y AeTen C MasbiMu1
MacToLMTOMaMU 1 B KOHTPOJIbHOW Fpynne pasfiuymin He Bbl-
ABneHo (p=1,697).

3HayeHns ypoBHEN TpWUMTa3bl y PYAHbIX AETEN C CaMoid
PEAKON U TSKENOW HOPMOI KOXKHOM0 MacToumTosa — and-
(y3HbIM KOXHBIM MaCTOLMTO30M — TaKxKe Onpeaensiv npu ux
nepBoM 0DpaLLeHnM B KNMHUKY (Tabn. 4). CpedHee 3HauyeHue
depMeHTa coctaBuno 19,3 MKkr/n. B npouecce AMHaMM4ecKo-
ro HabmofeHus y OBYX NaLMEHTOB B TeYeHUe MepBbiX TPEX
NEeT O0TMeYascs MOCTeNeHHbIA POCT NoKa3aTenien (epMeHTa,
Y OCTanbHbIX — CHIKEHUe. B aTon rpynne feteii oTMeyaeTcs
CaMblii BbICOKMIA pUCK passuTus aHadmnakcuu [19-21]. Tak,
HeO[HOKpaTHbIE 3NM304bl aHaunakcum Bbinn 3aperucTpupo-
BaHbl Y 2 13 5 HabnogaeMblx Hamu aeTeii (cM. Tabn. 4).

OBCYXEHUE

Pe3tomMe ocHoBHOro pe3ynbTaTta UcciepoBaHuA

Y 75,3% peTei ypoBHU TpUNTa3bl He npeBbiwany nabo-
patopHoii HopMbl 11,0 Mkr/n. Y 17,3% nauueHToB BbISBNEHO
MpeBbILLEHNE 3HAYEHWNA CbIBOPOTOYHOM TPWUMTa3bl BbILLE
11,0 Mkr/n, y 7,4% — Bobiwe 20,0 MKr/n.

MenmaHHbIi 6a3anbHbIA ypoBeHb TPUMTa3bl A4j151 BCEW rpyn-
nbl (n1=202) coctaun 5,09 Mkr/n (auanasoH 1,3-57,0 mkr/n).
BbisiBnieHbl  [OCTOBEPHbIE PasvuMs MeXAy 3HaYeHueM
TpUNTasbl y feTel C MATHACTO-NANyNE3HbIM KOXHbIM Ma-
cTouMTo3oM 6e3 feneHus Ha Tunbl (Me 8,7 MKr/n [amMana3oH
1,3-57,0 Mkr/n]) n B KoHTponbHOM rpynne (Me 2,55 MKr/n
[amanasoH 0,8-4,57 Mkr/n]). Hanbonee BblpaxeHHble pas-
JMYMS OTMEYannUCb MeXAy NoKasaTensiMu YpoBHA depMeHTa
y neteii ¢ MoHOlTNKM (Me 10,9 MKr/n) B KOHTPONbHO rpyn-
ne (p=0,01). Mpw aHanu3e ypoBHel TpUNTasbl B 3aBMUCUMOCTH
OT Mofia M KJMHUYECKOro MOATMMA NATHUCTO-NanynésHoro
KOXHOro MacToLuMTo3a y AeTel U NOLPOCTKOB C MOHOMOP(HbLIM

Tom 21, N2 3, 2024

PoccuAcKmi annepronoriyecKmii xXypHan

TMMOM TaKxKe Oblu onpedeneHbl 6onee BbICOKME 3HAYEHUA
(hepMeHTa. CpeaHee 3HaueHue depMeHTa B rpynne anpdys-
HOr0 KOXKHOMO MacTouuTo3a coctaBuno 19,3 MKr/n.

PestoMe pononHuTeNbHOro pe3ynbTaTa
uccneposaHua

Y nauueHToB C 0OONBLIMMM MaCTOLMTOMaMU YPOBHM
TpUNTasbl [JOCTOBEPHO OT/IMYANIUCL OT 3HAYeHU Yy peTei
C ManbiMu MactoumtoMamu: Me 8,4 Mkr/n [4,6; 14,5] npotus
Me 3,8 Mkr/n [1,9; 4,2] cooTBeTCTBEHHO.

06c¢yxeHUe 0CHOBHOIO pe3ynbTaTa
UccneaoBaHus

TpunTasa ABNAETCA OQHWUM M3 MHOMOQYHKUMOHANBHBIX
MeMaTopOB TY4HbIX KNETOK. bnarofaps KAMHUYecKuM uc-
CnefoBaHMAM ObiNio NPOAEMOHCTPUPOBAHO, YTO TpUMTasa
UrpaeT posib B KaHLLEpOreHe3e, NaToreHese asfiepriyeckux,
CepAeYHO-COCYAUCTbIX, PECTIUPATOPHbIX, HEPBHBIX U KOKHBIX
3abonesanuit [3, 5, 25]. CbiBopoTO4HaA TpunTasa sBAAETCA
Ba)KHbIM DYOMapKepoM B AMArHOCTMKe 3aboeBaHNi TY4HbIX
KNeToK [2, 6, 25].

®unsnonornyeckue ypoBHM DasasibHOM CbIBOPOTOYHOM
TPMMTa3bl MOTYT PasNniaThCsl Y 300POBbIX S04 B 3aBUCUMO-
CTM OT KOJMYECTBA TYYHBIX KIIETOK, CKOPOCTM Ba3anbHol cexpe-
LMK, KonmyecTsa Konuii reHa TPSABT, Kopupytowero anbda-
TpunTasy, u GyHKuMmM novek [8, 26]. B 2022 rony KoHceHcyc
3KcnepToB EBponeiickon cet KoMneTeHUMI Mo MacToLmTo-
3y (European Competence Network on Mastocytosis, ECNM)
1 AMepMKaHCKON MHWLMATUBHOM rpynnbl Mo 3aboneBaHMsAM
Tyu4HbIX Knetok (American Initiative for Mast Cell Diseases,
AIM) onpenenunu HopManbHble 3HaueHus 6a3oBoro ypoBHS
TpUNTasbl y B3pOC/bIX B AvanasoHe ot 1 go 15 MKr/mn [26].
B neTcKoi npaKTuKe AUCKYCCUS MO MHTEPMPETaLIMK 3HAUEHUIA
TpUNTa3sbl NPy MacToLMTO3e OCTAETCS OTKPBITOW. 3T0 CBA3aHO
C HEOAHOPOAHOCTHI0 K/IMHUYECKUX NPOSIBAEHMIA MPU KOXHOM
MacToLMTO3€ U SPKUMM MPOSBEHUSAMU CUCTEMHBIX CUMMTO-
MOB [LerpaHyNsLMW TYSHBIX KNETOK Npy 3HaYeHNsX GpepMeHTa
Huxe 11,0 Mkr/n [20, 21, 25].

Mo faHHbIM Hallero uccnefoBaHus, cpefHee basanb-
HOe 3HayeHue TPUNTa3bl B KOHTPOSIbHOW rpynne cocTaBuio
2,55 MKr/n, 4T0 COBMaAaeT ¢ pesynbTaTaMi eBPOMENCKUX
uccnegosaHuin [15-18]. 3HauyeHusa TpunTasbl B KOHTPOJb-
HOW rpynne W rpynnax ¢ pasHbiMU KIMHUYECKUMM hopMamm

Taﬁnuu,a 4. VcxopHble nokasatenu TpUNTasbl B CbIBOPOTKE KPOBU U OaHHbIE 00 anu3opax aHaCbMJ'IaKCVIM Y IPyAHbIX JeTen C KOXHbIM

MacCToLUnTO30M

Table 4. Baseline serum tryptase levels and anaphylaxis episodes in infants with cutaneous mastocytosis

MauueHt
MNokasarenb
N2 1 Ne 2 Ne 3 Ne 4 N2 5
Bo3spact nepBuyHoro obpatlenus, Mec 2 4 2 3 6
3HayeHWe TpunTasbl, MKI/n 14,3 8,11 13,9 20,4 399
3nu3onpl aHadunakcum B aHaMHese + - - - +
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MacToLMTO3a B HalleM MCCef0BaHUM [OCTOBEPHO OT/IU-
Yanucb, YTO MOAYEPKMBAET HeobXOAMMOCTb OMpeLeNeHus
YPOBHeN TpUnTasbl Npu Bcex GopMax MacToLmMTo3a, BKKYas
MacTouMToMy KOXM. Halm pesynbraTbl cornacylotcs ¢ AaH-
HbIMM e[JMHCTBEHHOrO eBponencKoro uccnenoBaHus (Mcna-
Hus, 2012), B KOTOpOM MpoaHanM3MpoBaHbl YPOBHU TpuMTa-
3bl y 111 pgeten ¢ KoxHbIM MactoumnTo3oM [20]. basanbHbin
YPOBEHb TPUMTa3sbl Yy WUCMAHCKMX NaUMEHTOB C NATHUCTO-
NanynésHbIM KOXHbIM MacToLmMTo30M cocTaBun 5,1 MKr/n,
€ OO Y3HLIM KOMXKHBIM MacToLMTo30M — 45,5 MKr/n. ABTO-
pbl MOAYEPKHYNM, YTO NPEBbILUEHWE YPOBHSA TPMMTa3bl BbiLLe
6,0 MKr/n TpebyeT 0653aTeNbHOM0 Ha3HAYeHUs aHTUMeaua-
TOPHOM Tepanuu 1 TLLATeNbHOM Hab/ioAeHNs 3a naumeHTa-
Mu. MicnaHcKwve aBTopbl yKasanm Takeke, yto 12 u3 111 peteit,
CTpafalLmx MacTouuTo30M, noTpeboBanach rocnuTanu-
3aumMa U3-3a TAKEMBIX, OMNACHbIX AJIA XKW3HU CUMMTOMOB
aKTVBauMM TyuHbIX KneTok [20]. PesynbtaTthl gaHHOro uc-
CNefoBaHWA NPOAEMOHCTPUPOBANM, YTO PUCK aHadmnaK-
TUYECKUX peaKuui Bbille Y MaUMEHTOB C MOBbILIEHHLIM
YPOBHEM TPUNTa3bl B CbIBOPOTKE M 0OLUMPHBLIM NOpaXKeHNEM
KOXM ¢ anu3ofamn obpasoBaHus ny3bipei [20]. Hamu npo-
LEMOHCTPUPOBaHbl MefiaHHbIe YPOBHU (DepMEHTa, KOTopbIe
XapaKTepHbl ANs BCEN UCCNeLYEMON FPYNMbl U KaXaoi K-
HWYeCcKol GOpMbl KOXHOI0 MacTouuTosa y ietel B OTAeNb-
HocTu. Mbl npegnonaraeM, 4To 3HadveHue 5,0 MKr/n sBns-
€TCA 3HaYMMBIM AJ18 TLLATebHOro HabmoaeHus 3a AeTbMM
C KOXHbIM MacToLMTO30M.

PaHee Mbl BbISIBUITK, YTO Pa3BUTUE KOMHBIX U CUCTEMHBIX
CMMMTOMOB, 0NOCPeLOBaHHbIX AerpaHynsALmMeit Ty4HbIX KIETOK,
pa3BMBaeTCs y feTel C Pa3NUyHbIMUA KIMHUYECKUMM (opMa-
MM KOXHOM0 MacToLuTo3a Npu 3HaueHusx TpunTassl 5,0 MKr/n
v Boiwwe [27]. CornacHo faHHbIM eBPOMECKNX UCCe0BaHUM,
UCXOAHBIN YPOBEHb TPMMTa3bl HIKE 8 MKI/MN He UCKMoYaeT
MepBUYHbIX 3aD0NIEBaHMI TYYHBIX KNETOK M PUCKA pas3BUTMUS
aHadmnakcum [25]. [ipyrue cucTeMbl OLEHKM, UCTIOMb3yeMble
ANS NPOrHO3MPOBaHKA KIOHANbHOCTM M aHadunakeum (LWKana
HauvoHanbHOro MHCTUTYTa 3ApaBOOXpaHEHNs U COBEpLUEH-
cTBoBaHuA MeauumHckon nomowm NICAS, CLUA, v wkana
Karolinska, LLBewus), npeanaraioT UCnonb30BaTh B KaYeCTBe
MOpOroBOro 3HayeHust ypoBeHb TpunTasbl 11,4 MKr/n [25].
[Mp1HUMAasn BO BHUMaHMe, YTO Y KAXAOro YeTBEPTOro pebeHKa
(24,7%) B HaweM MccneoBaHUM UCXOAHBIN YPOBEHb TPUMTA-
3bl npesbiwan 3HaveHne 11,0 MKr/n (cM. Tabn. 2), npobne-
Ma MEXAUCLMNIMHAPHOIO BELEHMS KOXHOM0 MacToLmMTo3a
cTaHoBuTCs bonee yeM oyeBupHa. Hambonbluee BHMMaHWe
CnepyeT yoenaTb AeTAM C MOHOMOPGHBIM TUNOM NATHUCTO-
NanynésHoro KOXHOro MactouuTosa (B3pOCNbl TUM KOXHO-
ro MactouuMT03a) no MpUuYMHe Mo3aHero AebrTa 1 BbICOKOMO
pUCKa TpaHchOpMaLMM B UHACNEHTHbIN CUCTEMHBIA MacToLM-
703. 3HayeHne MeauaHbl 10,9 MKr/n 'y aeten M NoapoCTKOB
¢ MoHol1MKM aHanornyHo faHHLIM MccnenoBaHus 3apybex-
HbIX aBTOpOB, MPOLEMOHCTPUPOBABLUMX YPOBHM TpUMTa3bl
6nuKe K HOPManbHBIM Y B3pOCTbIX C MacTOLMTO30M C MOHO-
MOPQHLIMK BbICHINAHUAMK Ha KoXe 663 NpU3HaKOB CUCTEM-
HocTn (MeamaHa 10 MKr/Mn, ananasoH 2—23 mMkr/mn) [28].
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PesynbTaTbl BBICOKMX MCXOAHBIX YPOBHEW TpuMTasbl
B CbIBOPOTKE KPOBW MPY MHOXKECTBEHHbIX M KPYMHbIX Mac-
ToumntoMax (Me 8,4 MKr/n [4,6; 14,5]), BO3MOXHO, CBAA3aHbI
¢ ryb1HON 3aneraHns 1 BbICOKOW MIOTHOCTbH TYYHOKJIETOY-
HbIX MHQUNIBTPaTOB B fepMe. TlaTenbHoe KIMHWKO-Nabo-
patopHoe obcnefoBaHue [eTeli C MacToLMTOMaMy No3BONT
npeaynpeauTb pasBUTUE KOXKHBIX 1 CUCTEMHBIX MEAVATOPHbIX
cuMmnToMoB [24, 27]. V130n1poBaHHble MacToLMTOMbI pa3Mme-
poM MeHee 1 cM (Manble), BEPOSITHO, CBSA3aHbl C MeHbLUEN
MeMaTOpPHON Harpy3KoM TYYHbIX KIIETOK, U 3HAYeHWUs Tpun-
Ta3bl Bbilwe 11,0 MKr/n'y 3TUX AeTed onpeaensiTcs peaxo.

OrpaHM‘leHMﬂ unccneposaHua

(®opMupoBaHme BbIOOPKM ieTel C KOXHBIM MacTOLMTO30M
ANS NPOBEAEHUA UCCNefoBaHNs TpebyeT bonbLuero Konuye-
cTBa BpeMeHuW. CKyaHble AaHHble 0 BO3PacTHbIX 0COBEHHO-
CTAX 3HaYeHMIA KOHLLEHTPaLMM TpUNTasbl B CIBOPOTKE KPOBM
Yy 3[0POBbIX AeTeli OrpaHMuMBaET BO3MOXKHOCTb 3KCTPano-
NMPOBaTb MONyYeHHble Pe3ynbTaTbl KOHTPOSBHOW pynMb
Ha 06LLyto nonynaumio.

3AKJIO4YEHUE

CbiBOpOTOYHasA TpUNTasa ABNSAETCS BaHbIM nabopatop-
HbIM NOKa3aTeneM, UCMONb3YeMbIM B UarHocTiKe bonesHeld
TYYHBIX KNIETOK, B TOM YMC/IE KOXHOTO MacTouuTosa y Ae-
Teil. NHTepnpeTaums 3HayeHui TpUNTasbl Y AeTen 3aBUCUT
OT KOHTEKCTa.

Mo paHHBIM pesynbTaToB HaLLero UCCIeA0BaHUSA, 3HaYeHMS
0a3anbHOM CbIBOPOTOYHOW TpUMTa3bl Y 3[40POBbLIX AETEN MO-
ryT BapbupoBaTtb 0T 2,55 o 5,0 MKr/n. UcxoaHble 3HayeHmMs
CbIBOPOTOYHOI TPUNTa3bl Bbille 8,0 MKI/N Yallle onpeaenstoT-
€Ay feTelt C NATHUCTO-MaNYNE3HbIM KOXHBIM MacTOLMTO30M,
MOTYT COMPOBOXAATHCS Pa3BUTUEM KOMHBIX U CUCTEMHbIX
Me[MaTopHbIX CUMNTOMOB BrJIOTb 0 aHadmnakcum 1 Tpeby-
10T CEPbE3HOM0 MEXAMCLMMAMHAPHOTO HabmtoLeHus. YpoBeHb
TPUMTa3bl, NPEBbILLAIOLLMIA 3HaYeHKe 11,0 MKr/n, onpepenseTcs
y 24,7% [eTeil C KOXHBIM MacTouMTo30M, Bbille 20 MKr/n —
y 7,4%. OnpepeneHue ypoBHS TpuMTasbl HEOBXOAMMO Y BCeEX
JETeil C YCTaHOBNEHHBIM [MArHO30M KOXKHOM0 MacToumTosa
HE3aBMUCUMO OT K/IMHWUYECKON (OPMbI U TUMA, BKIKOYas M30-
JIPOBAHHYI0 Y MHOXKECTBEHHbIE MACTOLMTOMbI KOXM.

HeobxoanMbl ganbHeliwme uccnesoBaHus, YTobbl Bbisic-
HUTb, KaKWe 3HaYeHWs TPUNTa3sbl Y AeTel ABNAKTCA UHAMKA-
TOPOM aKTUBALMM TYYHbIX KIETOK U NepPBUYHbIX 3aboseBaHmii
TYYHBIX K/IETOK. HaKoHel, AMHaMUYecKuii KOHTPOMb YPOBHA
TpUNTa3bl y AeTeil MoXeT cnocobcTBoBaTh pa3paboTke HOBbIX
cneumduyeckyx TepaneBTUYECKMUX NOAXOA0B K BELEHMIO pas-
JINYHBIX KITMHUYECKMX GOPM KOXKHOTO MacToLMTO3a.

AOMO/THUTE/IbHAAA UHDOOPMALUA

WUcTouHnk cuHaHcupoBaHus. ABTopbl 3asBASIOT 06 OTCYTCTBUM
BHELUHEro (WHaHCWMpOBaHWS NpW MPOBELEHWM UCCEeA0BaHus
1 MOJrOTOBKE CTaTbU.
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LIMEeN HACTOALLIEN CTaTbM.

Bknap, aBTopoB. Bce aBTOpbI MOATBEPXAAIOT COOTBETCTBUE CBO-
ero aBTOpCTBA MexayHapoaHbIM Kputepusm ICMJE (Bce aBTopel
BHEC/M CYLLLECTBEHHbIV BKa/ B pa3paboTKy KOHLenumu, npose-
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