Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJOTUU 2 2021 I I.

https://doi.org/10.21682/2311-1267-2021-8-2-13-25 [®)ey 20 |

Macmouumo3 y nemeil.
fipocnekmuBHoe uccneposadue 163 nayueimos
C NOMOWbI0 AUCMAHUUOHHOI0 aHKemupoBaHua poaumenei

B.I. [Toranenko!, B.B. Baiikos?, D.I'. Boituenko?, I.B. 3acnasckuiit, O.J1. KpacHoropckas®,
10.A. Kpusonanos’, E.B. JIucykosa?, C.5I. Cemunus®, K.A. Ckopiokosa', A.A. Ceinukos’, T.I'. Kyim6a6a®
ICI16 I'hY3 «lopoockas kaunuueckas 6oavruya Ne 31»; Poccus, 197110, Canxm-Ilemepbype, npocnekm Junamo, 3;
2Hayuno-uccaedosamenbckuti UHCmumym 0emcKotl 2emamono2uu, onKoao2uu u mparcniawmonoauu umernu P.M. [opoauesoii DI'HOY
BO «Ilepeuiit Cankm-IlemepOypeckuii eocyoapcmeeHnmblii MeouyuHcKui yHueepcumem umenu akademuxa M. 11. Ilasroéa» Munsopasa
Poccuu; Poccus, 197022, Cankm-Ilemepbype, ya. Penmeena, 12;°CI16 IT'BY3 «/lemckuii 20po0cKoii MHO2ORPODUAbHLI KAUHUHECK UL
CReyuanu3upo8aHHslil UeHmp 8bICOKUX MeOUUUHCKUX mexHonoeull»; Poccus, 195205, Cankm-Ilemepoype, ya. Aéaneaponas, 14, aum. A;
‘DI'bOY BO «Cankm-Ilemepbypeckuii 2ocyoapcmeerHblii heduampu4eckui MeOuyuHckuil ynugepcumem» Munzdpaea Poccuu;
Poccus, 194100, Canxm-Ilemepoype, ya. Jlumosckas, 2; *PIBOY BO «Cesepo-3anadnbiii 2ocydapcmeentblii MeOUUUHCKUL YHUGeD-
cumem umenu akademuxa U. . Meunuxosa» Munzdpasa Poccuu; Poccus, 191015, Cankm-IlemepOype, ya. Kupounas, 41;
*DIAOY BO «Ilepeviii Mockosckuii 2ocydapcmeennbiii meduyunckuil ynugepcumem umenu M. M. Ceuenosa» Munzdpaea Poccuu
(Ceuenosckuii Yuusepcumem),; Poccus, 119991, Mockea, ya. Tpybeukas, 8, cmp. 2; ”Tawkenmckuii 20cy0apcmeeHHblil Cromamono-
euyeckui uncmumym; Pecnyoauxa Y3o6exucman, Tawkenm, yr. Maxmymryau, 103; *@I'BOY BO «Cankm-Ilemepbypeckuii eocyoap-
cmeenHblil yHusepcumem»; Poccus, 199034, Cankm-Ilemepbype, Ynueepcumemckas nab., 7—9

Konmaxmmuvie oannvie: Bceconoo [ennadveeuy [lomanenko potapenko.vsevolod @mail.ru

Beedenue. Macmoyumo3z — 3abo1esanue ¢ pasHooOpa3HbIMU 8APUAHMAMU MeUeHUs, XapaKmepusyroujeecs KAOHAAbHOU npoaugepayuetl
myuHbIX Kaemok. Onucanue cumnmomos, mepanuu U NPOSHO3a 8 GONLUIUX 2PYNNAX NAYUEHIMO8 AKMYANbHO 8 C853U ¢ peOKOCmbIo 3abone-
BaHUSL.

Ileab uccaedosanus — oxapaxmepuzo8ams NOAOBYIO U 03PACMHYIO CIMPYKIMYPY, CUMAMOMbL, MePanuio U npoeHO3 MAcmoyumosa 6 epynne
Oemeli Ha OCHOBAHUU OGHHbIX, NOAYHEHHBIX C NOMOULbIO AHKEMUPOBaHUs pooumeneil.

Memoowt. [Ipoananruzuposatsi céedenus 0 nNAUUeHMax 0emcKo20 603pacma ¢ MAcmoyumo30m, Ybl pooumenu 00pamMuAUCh 3a KOHCYAb-
mauueil K eemamonozy uepes coyuarbHyro cems « BKonmaxme» 6 nepuod ¢ nosops 2014 e. no aseycm 2020 e. [lpu nepeuurom obpauienuu
8blnoaHeHo ankemuposanue. Tloemophbiii onpoc podumeneii npogeder 6 nepuod ¢ mas no ageycm 2020 e. Ilpoananuszuposanst 6o3pacm
Oebtoma 3a0601€6aHUs, CeMelHbLI AHAMHE3, CUMRMOMbL, PACRPOCMPAHEHUe Cbinu, KOHUeHMPAyUus mpunmassl Colé0POMKU KPOBU, medeHue
MACMOYUMOo3a U U3MeHeHue CUMNMOMO8 NOCAE N1e2KOil eCIeCcmEeH Ol UHCOAAUUU.

Pesyavmamut. Hzyuenvt dannsie 163 demeii, uz nux 86 (52,7 %) manrvuuxos u 77 (47,3 %) desouex. Meduana eospacma — 6 (0,5—22)
aem. Meduana nabniodenus 61,5 (2—276) mec. Haubonee wacmoim eapuanmom macmoyumosa 6viaa nuemenmuas kpanughuya (n = 129;
79,1 %), macmoyumoma (n = 18; 11 %), y 15 (9,9 %) demeii eapuanm neussecmen. Jluacnos 6epupuyuposan Ha 0CHOBAHUU SUCOA0-
euyeckoeo ananuza koxcu y 19 (11,6 %) nayuenmog. XKanobwol 6oi1u ommeuenwt y 123 (75,4 %) oemeii. Yawe éceeo becnokounu peakuyus
cvtnu Ha pasopaxcumenu (n = 89; 72,3 %) u 3y0 (n = 78; 63,4 %). boavuiuncmeo 604bHbIX NPUHUMANU GHMUSUCMAMUHHbIE NPENapamyl
(n =64; 61 %) uau kemomugpen (n = 22; 21 %). Ilposeden noemopHulii onpoc pooumeneii 139 (85,2 %) nayuenmos. ¥ 4 (2,9 %) ommeue-
HO yxyduwenue cocmosinus, y 42 (30,2 %) uzmenenuii ne 3apecucmpupogano, 6oavuias 4acmo pecnondenmos (n = 93; 66,9 %) ommemuana
peepecc Jucanoo.

3axarouenue. Y 6oavuiuncmea demeii Macmoyumo3 0e0rOmMuposan 6 meueHue nepeoeo 200a dcuznu. Haubosee wacmoimu cumnmomamu
ObLau 30, peakyus Colnu Ha pazauiHble mpueeepsl. Tepanus aHmueUucmamuHHbIMU NPenapamamu no36oas.4a ooneuums cumnmomst. Ipo-
2HO03 y boavbutell uacmu demell 6bLA OAAONPUSMHBIM.
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The clinical course of cutaneous mastocytosis in a prospective group of 163 children according to electronic parent survey
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Introduction. Mastocytosis occurs due to clonal mast cells proliferation and may have different clinical course. As the disease only rarely
occurs in pediatric population there are very few clinical observations describing its symptoms, prognosis and therapy response in pediatric
cohorts.

Aim of the study — characterization of gender, sympthoms, prognosis and therapy in children with mastocytosis using data obtained
by electronic parent survey.

Methods. The study data was collected from November 2014 till August 2020 from parents referring for consultation of hematologist via
“Vkontakte” social network. All parents completed two surveys. The first one was performed right after the referral, the second one was
performed from May 2020 to August 2020. The data on age at symptoms onset, family history, symptoms, rash distribution, serum tryptase
concentrations, sunlight sensitivity and clinical course was obtained and analyzed.

Results. The data on 163 children was obtained, 86 (52.7 %) of them were boys and 77 (47.3 %) were girls. The median age was 6 (0.5—22)
years. At the end of survey the median observation time was 61.5 (2—276) months. The most common mastocytosis clinical variant was
urticaria pigmentosa (n = 129; 79.1 %), mastocytoma in 18 (11 %) and in 15 (9.9 %) an unknown variant was observed. The diagnosis
was based on skin biopsy in 19 patients (11.6 %). Characteristic symptoms were seen in 123 (75.4 %) children. The main complaints were
skin reaction triggered by various factors (n = 89; 72.3 %) and itching (n = 78; 63.4 %). Most patients took antihistamines (n = 64; 61 %)
and ketotifen (n = 22; 21 %). The second survey was conducted in 139 (85.2 %) pts. At the time of survey symptoms progression was seen in
4(2.9 %) patients, while in 42 (30.2 %) cases stabilization, and in 93 (66.9 %) cases improvement were observed.

Conclusion. The symptoms onset mostly occurs in the first year of life. Most frequents symptoms are itching and rash in response to various
triggers. Antihistamine drugs led to symptoms mitigation. The clinical course is benign in most children.
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BBenenne

MacTtouuTo3 — KJIOHaJAbHOE 3a0o0jieBaHUE TYYHBIX
kieTok (TK) ¢ pasHooOpa3sHBIMM BapraHTaMM TCUCHUS.
BriepBrie MacTOLIMTO3 B BUIE XPOHNYECKOM KPAITMBHUIIBI
C COXpaHSIOLIECs MUrMeHTalei osur onvcad B 1869 1.
E. Nettleship u W. Tay y neBoukm 2 jet [1]. HasBa-
HUE <«IIMIMEHTHAsl KpamuBHULIA» ObLIO IPEII0OXKEHO
B 1878 . A. Sangster. B 1887 r. 6611 BhIsABIEH M30bITOK TK
B KOXHBIX OronTaTtax nepmaTtonoroM P. Unna [1]. Tepmun
«MACTOLIMTO3bl», KOTOPbIA B OCHOBHOM M IIPUMEHSIETCS
B HacTosllee Bpems, npeaioxwi B 1936 . A. Sezary [1].
YacToTra BCTpeyaeMOCTH MACTOIIMTO3a MOCTUTraeT 1 Ha
10000 Hacenenus [2]. Y B3pocibix 3a00yieBaHe Yallle BCe-
r'0 IIPOTEKAaeT IITUTEILHO M TOOPOKAUYECTBEHHO, a Y IeTEeH,
KaK MpaBUJIO, PErpeccupyeT B TEUCHUE HECKOIbKHUX JIET
[2—4].

I1pu MacToLIMTO3€ MPOUCXOAUT BEIOPOC OUOIOTMYECKHU
AKTUBHBIX BEIIECTB, IMTOKUHOB 13 Tpanyn TK, BeIpaxkeH-
HBI B pa3Hoi ctenieHr. OnuH 13 GepMEeHTOB — TpUIITa3a —
HCITONIb3YyeTC B KayeCTBE OMOXMMMYECKOIO IToKa3are-
JIsl OITyXOJIEBOM HArpy3KH, ITOCKOJIBKY CEKPETUPYETCS
tojibko TK. B 3aBucuMocTu oT mokasatest OonpeaessitoT
arpecCUBHOCTD U 3(P(HEKTUBHOCTD JICYEHMUS MACTOLIMTO3A.
Kpome TOro, mpm MMMYyHOTMCTOXMMHMYECKOM aHaIM3e
oIpeesieHre TPUIITa3bl OTHOCUTCS K OMHOMY M3 CaMBbIX
YYBCTBUTEIBHBIX METOIOB BoIsiBIeHMsT TK [5, 6].

Peakuusg nperpanynssuuu TK MoxeT mposiBaSITHCS
MO-pa3HOMY: OT OTCYTCTBMSI Kajo0 IO BBIPaXKEHHOTO
KOXHOIO 3yma, 00pa30oBaHUS BOJABIpEH, aHaduIaK-
TOUAHBIX peakluii, 0oyieli B XXMBOTE C IOTPEOHOCTHIO
B eXXeTHEeBHOM (hapmakoTepanuu. [TpoBOoLIMPYIOT BEIOPOC
IIUTOKMHOB HEKOTOpBIE JICKapCTBEHHBIC IIpEIiapaThl
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(acmupuH, MOp(MUH, HECTePOUAHBIE ITPOTUBOBOCIIAIN-
TeJbHbIC BEIIECTBa, KOIEWH, MPOKAWH, PEHTTCHOBCKUE
KOHTpacTHbIC BelllecTBa U 1Op.), ¢usnueckue (pusu-
YecKre YIpaKHEeHUs, ropsyas BaHHA, XOJOI, TOpsuue
HaIUTKU U [Ip.); KyIaHue, Iepenanbl HAaCTPOSHUs U Ipy-
rue dakTopsl [7—10]. OgHO M3 caMbIX OMACHBIX MPOSIB-
JIEHUH MacTOIIUTO3a — MaccuBHas gerpanynsanus TK
¢ aHa(WIAKTUYECKUM IIIOKOM [8, 9].

B cBsI3M ¢ MHOTOJIETHMM, CKJIIOHHBIM K CIIOHTaHHO-
My perpeccy mo0OpOKaueCTBEHHBIM TEUCHHEM, B 3adauud
HaOJII0JAI0IIeT0 Bpaya BXOIUT IOAOOD CHMIITOMAaTHYe-
CKOTO JICUCHMSI, a TaKKe KOHCYJbTAllMU POACTBEHHUKOB
[0 TIOBOAY OpraHM3allMd CEMEWHOro ObITa, MUTAHUS,
BaKIIMHALIMM, MEIUIIMHCKOI ITOMOIIHU, JIETHETO OTIbIXa
U ApyruM Bormpocam [7, 11—13].

Ileap ncciemoBaHusi — oxXapaKTepU30BaTh CTPYKTYpPY,
CHUMIITOMBI, ITOJXOMIBI K TePAri U IPOTHO3 MACTOIIUTO3a
y neteit u3 Poccuiickoit Denepariin 1 cTpaH OJMKHETO
3apy0eXbsl HAa OCHOBAaHUU AMCTaHIIMOHHOIO aHKETHPOBa-
HUS POOUTEIICH.

MerTomapi

JlaHHOe McclieqoBaHue OTHOCUTCS K JOJTOCPOYHBIM,
HaOJI0aaTeTbHBIM, HEMHTEPBEHLIIMOHHBIM, MPOCTIEKTUB-
HbIM, OJHOMOMEHTHBIM, IIPOBEIEHHBIM B IETCKOI MOy~
JIALWN.

Coop nHMOpMaLIMHU OCYIIECTBIISUIN C TIOMOIIBIO COLIM-
anbHoOM ceTn «BKoHTakTe», a MMeHHO rpyrmnbl «MacTo-
LIMTO3 — MUIMEHTHAsI KpallMBHULIA», B IIEPUOJ C HOSIOPSI
2014 . mo aBryct 2020 .

Kputepun BKIIOYEHUS B UCCIIEA0BAaHKE: YCTAHOBIICH-
HBII 1uarHos «MactounTos» B Bo3pacte 10 18 net. Kpu-
TEpUU MCKIIIOYECHUs: M3MEHEHME OCHOBHOIO IMarHosa

Tadmuna 1. Knaccugurxayus macmoyumosa (BO3, 2017)
Table 1. Classification of mastocytosis variants (WHO, 2017)

KoxHblit MacTonTo3

Cutaneous mastocytosis

* [IurMeHTHas1 KpanMBHULA/TIITHUCTO-TMAITY/I€3HbIN KOXHBII
MaCTOLUTO3
Urticaria pigmentosa/maculopapular cutaneous mastocytosis

* I y3HbII KOKHBIN MAaCTOIIMTO3
Diffuse cutaneous mastocytosis

* MacTonuroma Koxu
Mastocytoma of skin

CuctemHblIit MacToLMTo3 (CM)

Systemic mastocytosis

* UnnonentHsiit CM (BKIIOYasi MACTOLIUTO3 KOCTHOTO Mo3ra (KM))
Indolent systemic mastocytosisa (including the bone marrow mastocytosis
subtype)

* Tnerommiit CM
Smouldering systemic mastocytosis

*CM c accolMMpoBaHHbIM F€éMaTOJOTMYeCKUM HOBOOOPAa30BaHMEM
Systemic mastocytosis with an associated haematological neoplasm

* ArpeccuHblii CM
Aggressive systemic mastocytosis

* TYYHOKJIETOUHBI JTIEUKO03
Mast cell leukaemia

TyyHOKJIETOUHAsl cCapKOMa

Mast cell sarcoma

pebeHKa; kelaHue 3aKOHHBIX IpeAcTaBUTEIeH pebeHKa
BBIMTHU U3 UCCIICIOBAaHUS.

JuarHo3 «MacTouuTo3» YCTaHOBJIEH Ha OCHOBaHUMU
TUIIMYHOM CBINTU, CUMIITOMa YHHBI—Jlapbe, B COOTBET-
CTBMM ¢ KJiaccudukanueii BcemupHoii opraHuzauuu
sapaBooxpaHeHus (BO3). Kputepun nuartosa, omnpene-
JICHUE arpeCCUBHOCTU MPUBEAEHBI B Ta0a. 1—3 [14].

HeobxoauMocTh THCTOJOTMYECKOTO TMOATBEPKACHUS
3a00JIeBaHUS 3aBUCEIa OT TSDKECTH TEUEHUS M TeXHUYe-
CKOIf BO3MOXHOCTH, YTO OIPENE/Is/IOCh HAOIIONAIOIIUM
JTOKTOPOM.

IIpu olieHKe KOHLIEHTPAIIMKM TPUIITa3bl B CHIBOPOTKE
KPOBHU UCITOJIb30BaHbI Pe3y/IbTAThI, IIOJyYeHHbIE 0 Haya-
JIa pa3pelieHus 3a00JIeBaHus.

B rpynmne «MacTtoluTo3 — MUTMEHTHas KparnviBHU-
1a» B couuanbHoii cetn «BKoHTakTe» Oblla pazMeliieHa
cneluaabHO pa3paboTaHHas aHKeTa, a TakxKe oOpalle-
HHUE, B KOTOPOM MpeaIarajoch ydacTue B UCCACIOBAaHUM.
B TeuyeHme Bcero mepuona e€ro IPOBEACHMS POIUTEIU
OTIIPABJISIIM 3aIloJIHEHHbIe aHKeThl. B Mae 2020 1. mpo-
BEICHO IIOBTOPHOE aHKETHMPOBAaHUE poauTeneil (mpu

Tabmua 2. Kpumepuu duaenoza CM
Table 2. Diagnostic criteria for systemic mastocytosis

1151 BepudurKaumy [uarHo3a HeoOXoAUMO codumoeHre 1 60bIIoro
U 1 MajIoro KpUTepusi WiK 3 MaJibIX KpUTEpUEB U OoJiee

The diagnosis of systemic mastocytosis can be made when the major
criterion and at least 1 minor criterion are present, or when > 3 minor
criteria are present

Boabmoit  MynbrrdoKanbHble IIOTHbIE MH(GUIBTPATHI, COCTOSIINE

kpurepuit 13 TK (> 15 TK B kiacrtepe), onpenesnsieMbie TIpU HCCIe-

Major noBarnu KM u (vm) apyrux opraHoB™

criterion  Multifocal dense infiltrates of mast cells (> 15 mast cells in
aggregates) detected in sections of bone marrow and/or other
extracutaneous organ(s)*

Maubie > 25 % TK ¢ BepeTeHOBUIHOI WU aTUITUYHOI MOP(HOJIO-

Kpurepun rueii B 6nonrarax KM mam npyrux opraHos™® win > 25 %

Minor Heapenblx uian aTunuuHbeiX TK B acuparax KM

criterions  In biopsy sections of bone marrow or other extracutaneous
organs, > 25 % of the mast cells in the infiltrate are spindle-
shaped or have atypical morphology or > 25 % of all mast
cells in bone marrow aspirate smears are immature or atypical
TK B KM, KpoBU WK IPYTUX OpraHax™* 9KCIPeCCUpPyOT
CD25 u CD2 wnu tonbko CD25%*

Mast cells in bone marrow, blood or another extracutaneous
organ* express CD25, with or without CD2,in addition to
normal mast cell markers**

BrisiBIeHMEe akTUBAIIMOHHON TOYEYHO MYTAllMU B KOO~
He 816 rena KIT B kpoBu, KM wiau npyrom oprane*
Detection of an activating point mutation at codon 8§16 of KIT
in the bone marrow, blood or another extracutaneous organ*
KoHIileHTpalus TpunTassl B CBIBOPOTKE KPOBU YCTOMIMBO
> 20 Hr/ma. He yuuTbiBaeTcs, €Cliv 10Ka3aHO HATUIKME
JIPYTOTO KJIOHAJTbHOTO MUEIOMIHOTO HOBOOOPa30BaHUS
Serum total tryptase is persistently > 20 ng/mL, unless there is
an associated myeloid neoplasm, in which case this parameter
is not valid

IIpumeuanue. * — 3a uckaiouenuem koxcu, ** — CD25, eviserennoii ¢ no-
MOULbIO UMMYHOUUMOGAYOPUMEMPUYECKO20 UAU UMMYHOLUCOXUMUYECKO20
ananuzo8, 6onee uyecmeumenvHoLii Mapkep.

Note. * — excluding skin; ** — CD25 is the more sensitive marker, by both
flow cytometry and immunohistochemistry.
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Ta6muma 3. B- u C-naxodku aespeccusHocmu Macmoyumosa

Table 3. B- and C-findings of aggressive course of mastocytosis

B-nHaxoaku (0yab 0CTOPOXKEH, TOrPAHMYHBIN, T00POKAYECTBEHHbI)

B-findings (Be careful, Borderline, Benign)

* Undwmnprpanmss KM TK B o6beme > 30 % KiIeTOYHOCTH (TUTOTHBIE
CKOIUJICHWSI) ¥ TPUIITa3a ChIBOPOTKU KpoBu > 200 Hr/mMiT
High mast cell burden (shown on bone marrow biopsy): > 30 %
infiltration of cellularity by mast cells (focal, dense aggregates) and
serum total tryptase > 200 ng/mL

« JlMcruiasust UM pU3HaKy nposndepaii MUETOUIHBIX KIETOK
HETYYHOKJIETOUHOW TMHUHM (-1i1), HEZIOCTATOYHbIE [UISl yCTAHOB-
JICHWS TMarHo3a JPyroro reMaTojoruuyeckoro 3a00eBaHus pu
HOPMAaJTbHOU W HE3HAYNTETbHO U3MEHEHHOW TeMOTpaMMe
Signs of dysplasia or myeloproliferation in non-mast cell lineage(s),
but criteria are not met for definitive diagnosis of an associated
haematological neoplasm, with normal or only slightly abnormal blood
counts

« [ematomerasusi 6e3 MPU3HAKOB HAPYIIIEHUST PAOOTHI TEYEHH,
TaJbIIpyeMast CIICHOMeTalns 0e3 TUTIepCIUIEHU3Ma /T
BUCLepaTbHAs TUMDaeHOMATHsT (MTATBITIATOPHO WIIK KOHCTATH-
DOBAHHASL C NOMOUWSLI) UHCIPYMEHMANbHBIX MEMO0008 8U3YaANU3AUUL)
Hepatomegaly without impairment of liver function, palpable
splenomegaly without hypersplenism and/or lymphadenopathy on
palpation or imaging

C-HaxoKu (IPMHATH BO BHUMAHUE, XUMHOTEPAIMSI, IINTOPELYKIMST)

C-findings (Consider, Chemotherapy, Cytoreduction)

* Muchdynkumsi KM, oOGycioBieHHast MH(MUIbTpaLUe OMyX0JIeBbIMU
TK u nposiBiisifoinasicsi Kak MUHIMYM OTHOPOCTKOBO# IIUTOTIEHUE
(abcomoTHOE Yrcio Hertpoduios < 1,0 x 10°/1, reMoraoouH
<100 /1 m (umm) TpomGoruThl < 100 % 10°/1)

Bone marrow dysfunction caused by neoplastic mast cell infiltration,
manifested by > 1 cytopenia: absolute neutrophil count < 1.0 x 10°/L,
haemoglobin level < 10g/dL, and/or platelet count < 100 % 10°/L

* [TanbprnupyemMasi renatroMerasusi ¢ HapyleHrueM QyHKIIMY TeYeHH,
aCLIMTOM U/WJIX TIOPTAJIbHOM rUIepTeH3uen
Palpable hepatomegaly with impairment of liver function, ascites and/or
portal hypertension

* BoBjieueHue KOCTeil ¢ KPYIMHBIMU OCTEOTUTUIECKUMU OYaraMu
Y/WJIN TIATOJIOTMIECKUMU TTePeioMaMH (ITaTOJIOTMIECKHE MTePEIOMBI,
CBSI3aHHBIE C OCTEOTOPO30M, He cunTatTcs: C-HaX0IKOi)

Skeletal involvement, with large osteolytic lesions with or without
pathological fractures (pathological fractures caused by osteoporosis do
not qualify as a C-finding)

* [Tasibriupyemasi CIuIeHOMETaJIHSI ¢ TUTIEPCIUIEHU3MOM
Palpable splenomegaly with hypersplenism

* ManbabcopO1iusi ¢ moTepeit Beca, cBsizaHHasi ¢ nHbuiabrpamueit TK
CJIM3UCTBIX 000JI0UEK KEJYI0UHO-KHUIIIEYHOTO TPaKTa
Malabsorption with weight loss due to gastrointestinal mast cell infiltrates

ITOMOIIM 3JICKTPOHHOM ITOYTHI, COLMAIBHON CETH, IO
Tenedony).

Tsxecth 3a001eBaHUSI OLIGHUBaJaCh B 3aBUCUMOCTU
OT CUMITTOMOB. TedeHne CUMTAIOCh TSKEIBIM TTPY HEOO-
XOJIMMOCTH PETryJISIPHOTO IpHeMa TTIIOKOKOPTHUKOCTEPOH -
ITOB JIJTsSI KyIIMPOBAaHUS CUMIITOMOB 3a00JICBaHUSI.

Peakiiyst ChIIM B OTBET Ha pa3jIMYHbIC pa3apaxkKuTeIn
MPOSIBJISIIIACh TTOKPACHEHUEM WJIM OTEKOM BEICHIITHOTO
sjeMeHTa. bonmu B JKMBOTE TpPaKTOBaHBI KaK CJIEICTBHUE
MacTOLIMTO3a TIPU HAIMYUHN TTPOBOLIMPYIOIINX (haKTOPOB
W OTCYTCTBUM IPYIMX NMPUYUH. [IpUIuBE MPOSIBISIINCH
BHE3aITHBIM IMOKpacHeHreM Juia. Takke mpoaHaIn3upo-
BaHBI TSDKECTh JUApPEU, TOITHOTHI M HAaJTW4IMe aHaIaK-

TOMIHBIX peakiuii. B kauecTBe mpoBoLMpyIOIMX (PaKTO-
POB HMcclieIoBaHbl BaKlIMHALIMsI, Ky[laHWe B TEILJION BOJIE,
MHUIIEBBIC TTPUBBIUKHU, IEKAPCTBEHHBIC CPEICTBA.

OcCHOBHbBIE TTOKa3aTeJM MCCIeIOBaHUsS — MOJI, BO3-
pact Havaia 3a00JieBaHUsI, 00bEM KOXHOTO MOpakKeHUS,
XapakTep M 4acToTa CMMIITOMOB MAacCTOIIMTO3a M IIpO-
BOLMPYIOIIMX (DAaKTOPOB, Tepamnusi, a TakxKe Mepuoj OT
nebrora 3a00JieBaHMS 10 pa3pellieHUsI CUMIITOMOB.

JIOMOMHUTENbHBIM UCCIIeAyeEMbIM (DaKTOPOM, KOTO-
pBIii OBIT BKJIIOUEH B MCCJICIOBAaHME IIOCIIE pa3Bemou-
HOTO aHajiu3a, CTaja yacToTa KPOBHBIX POJCTBEHHUKOB
¢ MactouuTo3oM. Kpome Toro, B LIeJISIX OLIEHKU BJIMSTHUS
COJIHEYHOro cBeTa Ha akTuBHOCTH TK B Koxke mpoaHa-
JIM3UpPOBaHA IMHAMMKA CUMITOMOB MacTOLMTO3a MOC/e
JIETKOM €CTECTBEHHOW MHCOJISLIUN.

AHKETHBI€ JTUCThI 3aITOTHSUTUCH POAUTEISIMU MallUeH -
TOB Ha OCHOBAHMU Kaj00 peOcHKa, BHEITHEIO0 OCMOTpa
Y UMEIOIIMXCS MEIUIIMHCKUX TOKYMEHTOB.

O0beM KOXHOTrO MopaxkeHUsl OLEHUBAJICS MO KOJU-
YECTBY 30H: 3a | 30HY MPUHMMAJIOCh BOBJICUYCHUE KOXH
KOHEUHOCTH, CITUHEBI, TPYIH, JKUBOTA WJIN TOJIOBBI.

Ilepron HaGMIOMEHUST PACCUMTHIBAJICS OT BepHupUKa-
LIMY AUArHo3a A0 MOCAeIHEro KOHTaKTa.

Peak1iiyst Ha MHCOJISILIMIO OLIEHMBAJIACh MOC/e HEepo-
JMOJDKUTEIbHOTO MpeObIBaHUS Ha BEYePHEM COJIHIIE, TIPU-
BOJIMBIILIETO K YCUJIEHUIO METAHOLIUTOMNO33a.

Bonee Tsokemoe M 3aTSDKHOE TEYCHHME MACTOIIMTO3a
MOXeT MOoOYXXIaThb pOAMTENeil K MOMCcKy WHOOpMaluu
B cett MHTepHeT. B 1Ie/sIX yMeHBIIIEeHUs] pUCcKa MCKaxKe-
HUs pe3y/IbTaToB, CBSI3AHHOTO C OOJIbIICH MHTEPHET-aK-
TUBHOCTBIO POAUTEJIEN, TPOBENEHO CPaBHEHUE 110 O0BEMY
Tepaliuu 1 Te4eHuIo 3a0oaeBaHus. st 3TOro nalumMeHTOB
pasgenuau Ha 2 rpynnbl: o (n = 72) u nocie (n = 91)
HavaJa IpeAcTaBICHHOTO NCCIeIOBaHNS.

CTpyKTypa aHKeThl BKJIOYaja IaClOPTHYIO 4YacThb
C yKazaHueM IIojia, BO3pacTa, JaThl POXAEHMSI, CTpaHbI
YU TOpola MPOXMBAHMSI, KOHTAKTHBIX HaHHBIX. KianHuU-
yeckasi 4acThb aHKEThl cojepxKasna ClAeayrolue TaHHBbIE:
BO3pacT Mpu 1ebIoTe 3a00IeBaHUS U BpeMsI TTOCTAHOBKH
JarHo3a, PeryjsipHO MPOBOAMMYIO Teparuio, hopMy-
JIMPOBKY OWATHO3a, PACIPOCTPaHEHUE CHIIMM, KOHIICH-
TpaLMIO TPUNTA3bl KPOBU, BBHIIIOJHEHUE OUMOIICUU KOXH,
HaJIMUMEe W CTEIeHb BBIPAXKEHHOCTH MEIMATOPHBIX peak-
muit (3yM, ChITlb, IPWIIMBEI, 00U B KUBOTE, TMapes, TOII-
HOTa WK PBOTa, aHadbuIakcus U ap.). CTeneHb BbIpakeH-
HOCTH CUMITTOMOB OBLIIO TIPEIJIOKEHO OLIEHUTH IT0 YaCTOTE
MPOSIBJICHUH (€XKeTHEeBHO; eXXeHeNebHO U pexke, 4yeM 1 pa3
B JIEHb; €XXEeMECSIUHO U pexe, ueM | pa3 B Helelllo; pexe,
yeMm | pa3 B Mmecslr). B aHKeTe Takke ObLIO MPEITIOKEHO
OLIEHUTb BJIMSIHUE HauOoJiee 4acThiX (haKTOPOB, MPOBO-
LUPYIOIINX YCUJICHHE CUMIITOMOB MaCTOIINTO3a (TOpsidast
WM XOJIOAHAsI BOjA, BaKIIMHALIMS, JJEKAPCTBEHHbIE Cpell-
CTBa, HU3NYECKUE NEHUCTBUS, SMOLIUN).

[Tpu moBTOpHOM aHKETHMPOBAHUMU IpeIaraJoch yka-
3aTh, KaK U3MEHUJOCh CaMOYYBCTBUE pebeHKa, OLIEHUB
MHTEHCUBHOCTb OKPACKM IISITEH, IMTOTPEOHOCTD B JIEKap-
CTBEHHOI Tepanny, WHTEHCHUBHOCTh MEIMATOPHBIX
CHMIITOMOB, II€PEHOCMMOCTh W3BECTHBIX TPUITEPOB.
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MenuaHa BpeMeHU OT BKJIIOUEHHS B HCCIECIOBaHHUE IO
TMOBTOPHOTO aHKeTUPOBaHUs cocTaBmia 49 (2—70) mec.

Ecin nmo Bcem 4 mapameTpaM OTCYTCTBOBAJIO YXYI-
IIeHUWe, TO OUATHOCTUpPOBaJach cradunusanus. Ecim
OTMeYaJICsl TIOJIOKUTEIbHBIN pe3yabTaT Mo 1 mapameTpy
U boJsiee, TO TMAarHOCTUPOBAJIOCh yayulneHue. [1pennara-
JIOCh TaKXe YTOUYHUTh HAJIMYME KPOBHBIX POACTBEHHUKOB
C MacCTOILIMTO30M, a TaKXKe OLIEHUTb CAMOYYBCTBUE PeOCH-
Ka TMocJIe JJeTKOM MHCOJISIIIUY ¢ MUHUMaJIbHON aKTUBAII-
€l MEeJJaHOLIUTOITI0934.

[Ipu cratucTUYeCcKOM aHaIM3€ I OLIEHKU pacrpe-
JIeJISHUST KOJMYECTBEHHBIX TOKa3aTeael MCIIOIb30BaICs
kputepuii Ilanmupo—Yunka. Cratuctuyeckass 3HauM-
MOCTb Pa3IMYHBIX 3HAUCHUH 1T OMHAPHBIX TTOKa3aTesIei
oIpenesuiach C MCIOJb30BaHUEM ABYCTOPOHHEIO KpH-
tepust @uitiepa. Pe3ynbraThl CYMTANIMCh CTAaTUCTUYECKU
JIOCTOBEPHBIMU IIPYM YPOBHE 3HAYMMOCTU MeHee S5 %
(p <0,05). 11 onucaHus KOJTUYECTBEHHBIX TTOKa3aTesei
paccuMTaHbl MeIMaHbl U MEKKBapTUIbHBIN pa3max. Jlis
MPEeACTaBACHUSI BPEMEHHOIO ITIepuoAa 10 YIy4dIleHUs
CaMOYYBCTBHUSI MCIOJIB30BaH METOM MOCTPOeHUs Tpadu-
koB Karurana—Maiiepa.

YToOBl BBISIBUTH INEPEMEHHbBIC, BIMSIIOIIME Ha CKO-
POCTb pa3pelieHus] MacTOLMTO3a, IPOBEIEH AaHAIU3

C TIOMOIIBIO KpUTEPUST > U OMHOGMAKTOPHOTO BapuaHTa
perpeccuoHHoro aHanu3a Koxkca, 1151 KOTOpbIX BHIOpaHbI
cJenylolye MepeMeHHbIe: 110, BApUAHT TeYeHUsI MacTO-
LIMTO3a, BO3pACT Hauaja 3a00jeBaHus MeHee 6 1 12 Mecsi-
LIeB, YJIydllleHHe I10C/ie MHCOJISLMU, HaJludhe B CeMbe
KPOBHBIX POJACTBEHHMKOB C MAaCTOLIMTO30M, IIPOBEACHIE
peryjsipHOi Tepaluy aHTUIMCTAMUMHHBIMM IIperapara-
mu. M3yyeHa NMpPOrHOCTMYECKass 3HAYMMOCTDH ITPOBOLIM-
pyoimnx (akTopoB (BaKIMHALMS, KynaHWe B TEILUION
BOJIe, TMIIA, JIEKAPCTBa) ¥ CUMIITOMOB (peakiivsl CHIIH,
MPUJINUBLI, 00U B XXUBOTE, Auapes, aHabuiakcus), Ipu
3TOM KaXblii (PaKTOP ¥ CUMIITOM aHAJIU3MPOBAIUCH KaK
OTAEeNAbHBIN TpeaukTop. CTaTucTUyecKast o0padboTKa JaH-
HBIX BBITIOJTHEHA ¢ TTOMOIIIBIO ITporpaMMbl Excel, a Takke
nakeToB npukiaagHbIxX mporpamm STATISTICA 10.

PabGora cornacoBana ¢ atuyeckum komuteroMm AHO
«Hay4yHo-ucclie1oBaTeIbcKii MHCTUTYT OOLIECTBEHHOIO
310poBbsi». Beimucka m3 mporokona Ne 2 3acemaHus
No 2-11/2020. Bce pomutenu moamucaid MHGOPMUPO-
BaHHOE COIJIacue Ha y4acTUe B UCCIICIOBAHUM.

Pe3syabraTsi
®opMuUpoBaHUE BLIOOPKM MCCIETOBAHUST TTPUBENCHO
Ha puc. 1.

163 children were included in the study

Bcero B nccienoBanme ObUTN BKIIIOYEHBI 163 pebeHKa ¢ IMarHo30M «MacTOLIMTO3»

Ilponywennoie dannvte
Missed data

* [Togrun mactouurosa (n = 15)

Type of the mastocytosis (n = 15)

JlaHHbIe, TOCTYNHbBIE LIS AHATN3A
Data available for analysis
* [Tox (n = 163)
Gender (n = 163)
* Bospacr ne6rora 3a6oneBanusi (n = 161)
Age at the onset of the disease (n = 161)
* Crioco6 mocTaHOBKM auarHosa (n = 163)
Diagnostic method (n = 163)
* [logTun mactouuTo3a (n = 148)
Subtype of the mastocytosis (n = 148)
» CumnToMbl 3a6oeBaHus (n = 163)
Symptoms of the disease (n = 163)

Triggers of the mastocytosis symptoms (n = 163)
» KoH1leHTpatusi Tpumnrasel B KpoBH (1 = 21)
Blood concentration of the tryptase (n = 21)
» CeMmeiiHblii aHamMHe3 (n = 131)
Family history (n = 131)
* MeTon mocTaHOBKM AuartHosa (n = 157)
Diagnostic method (n = 157)

Distribution of the rush in patients with Urticaria pigmentosa (n = 108)

+ DakTOphI, MPOBOIMPYIOIINE PA3BUTHE CUMIITOMOB MacTolUTO3a (1 = 163)

* OOBEM KOXKHOTO MOPaXKEHUS MPU MUTMEHTHOM KpanuBHuUILle (1 = 108)

* Bospacr ne6tora 3aboneBaHust (n = 2)
Age at the onset of the disease (n = 2)
» KoHueHTpalus Tpunrasbl B KpoBu (n = 142)
Concentration of the tryptase in the blood (n = 142)
* HacnenctBeHHOCTD (1 = 32)
Heredity (n = 32)
* Metox nuarHocTuku (n = 6)
Diagnostic method (n = 6)
» PacmipocTpaHeHue CHIMK Y MAIMEHTOB C TUTMEHTHOMN
KpanuBHULEH (n = 21)
Distribution of the rush in patients with Urticaria

pigmentosa (n = 21)

Ilponywennvie dannvie
Missed data

* [ToBTOpHBII KOHTAKT (1 = 24)

\ 4

JlaHHble, 1O0CTYNHBIE /IS IOBTOPHOIO AHAJIH32
Data available for the second analysis
* Teuenue macrorurosa (n = 139)
Course of the mastocytosis (n = 139)
* Peakiust Ha Jierkyto uHcousiiuio (n = 106)
Reaction to the slight sun exposure (n = 106)

Puc. 1. Qopmuposanue evibopku ucciredosanus

Fig. 1. Generation of the research-group

Folow up (n = 24)
* Peakiiyist Ha Jierkyto uHcosnsuio (n = 57)
Reaction to the slight sun exposure (n = 57)
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B uccnenoBanun ObUIM TIpOaHAIM3UPOBAHBI MEIM-
LMHCKUe naHHbie 163 gereii, u3 Hux 86 (52,7 %) Majb-
yukoB u 77 (47,3 %) neBouek u3 Poccuiickoit Dene-
pauuu (n = 139; 85,2 %) u cTpaH OJMXKHETO 3apy0eKbsi
(n=24; 14,2 %). MeauaHa Bo3pacTa IIpy aHaJIU3e Pe3Yib-
TaTOB MCCllefoBaHus cocTaBuia — 6 (0,5—22) jet, Mex-
KBapTUJIbHBIN pa3max — 5 jier. MenuaHa HaOIIOOeHUS —
61,5 (2—276) mec. CymmapHasi NpOAOKUTEIbHOCTh —
3,88 yenoBeKko-JIeT.

VY 21 (12,8 %) pebeHKa TUIIMYHAS ChIIlb ObLIA 3aperu-
CTpUpPOBaHa cpasy Iocie poxaeHus. MeavaHa BpeMeHU
nebrora 3aboneBaHust coctaBuiaa 2 (0—120) mec, mex-
KBapTUJIbHBIN pa3Max — 1,5 Mec.

Haubonee yacTbiM BapraHTOM TEUEHUS MaCcTOLIMTO3a
Oblla MUIMEHTHAs KpalMBHUIA, KOTOpasi IUAarHOCTH-
posaHa y 129 (79,1 %) nauuentos, y 18 (11 %) nereii —
Macrouuroma, y 15 (9,9 %) BapuaHT TeyeHUs 3a00jeBa-
HUST HEU3BECTEH.

JuarHo3 «MacTouuTo3» YCTAHOBJIIEH HAa OCHOBAaHUM
BHellIHero ocMorpa y 66 (40,5 %) neteil, THIIMYHOM ChIITU
U TIONOKUTENBHOTO cUMNTOMa YHHbI—[apbe (puc. 2, 3)
y 72 (44,1 %), oonapyxenust TK npy rucToiornueckom aHa-
nm3e Guonrara koxu (puc. 4—7)y 19 (11,6 %) uy 6 (3,8 %)
MaLMEHTOB IMArHOCTUYECKUI METO HEU3BECTEH.

Puc. 2. Peberok ¢ nuemenmroii kpanuenuyeii. baeono-kopuuresas coinb Ha uiee

Fig. 2. Child with Urticaria pigmentosa. Pale brown rush on the neck

Puc. 3. Tom oce nayuenm. Ilokpacnenue namua nocie mpemus
Fig. 3. The same patient. Redness of the spot after rubbing

Puc. 4. buonmam koxcu. Maccusnoie ckonnenust TK 6 depme. Okpacka eema-
MOKCUNUHOM U J03UHOM, X 25

Fig. 4. Skin biopsy. Massive cluster of the mast cells in the dermal layer. Stained
with hematoxylin and eosin, < 25

Puc. 5. buonmam rkoxcu. Tom xce npenapam. Okpacka eemamoKCuiuHoM
u 203unom, < 400

Fig. 5. Skin biopsy. The same specimen. Stained with hematoxylin and eosin,
x 400

Puc. 6. buonmam xoxcu. I[pyovie memaxpomamuuecku oKpauieHHvle epa-
Hyaol ¢ yumonaazme TK. Okpacka azypom (omHocumcs K cmaHOapmubim
memodam evisieaenus TK) u 303unom, X 400

Fig. 6. Skin biopsy. Rough metachromatic coloured granules in the mast cell
cytoplasm. Stained with azure (standard method for detection of the mast
cells) and eosin, %< 400
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Puc. 7. buonmam koxcu. UMmMyHOLUCIOXUMUYECKAS PEAKUUs ¢ GHMUMENOM
K mpunmase, X 400

Fig. 7. Skin biopsy. Tryptase antibody immunohistochemical assay, < 400

V 1 pebeHka AuarHo3 ObUT MOCTaBJIeH Ha OCHOBaHUM
TUTTUYHON CHIMIM U TIOBBIIIIEHHOTO CONEPXKaHWST TUCTa-
MMHa B MoYe. Y Ipyroro naiMeHra ¢ mpeaiecTByIONIUM
nuarHo3oM «[TurMeHTHasi KpanmvBHUIA» ObLIa JUArHO-
cTUpoBaHa TpaHchopMalus B TYYHOKJIETOUHBIN JIeKO3
Ha OCHOBAHUM LIMTOJIOTMYECKOU KapTUHbI U UMMYHO®de-
HOTUTNIMPOBaHUSI MOHOHYKieapoB KM, maromopdoino-
TMYECKOT0 U MMMYHOTMCTOXUMUYECKOTO MCCIeI0BaHUIA
6uonTara nuMdartnieckoro ysna (puc. §—10), BbIcOKOM
KOHIICHTPALIMU TPUIITa3bl B KPOBMU.

Puc. 8. Jlumgpamuueckuii yzen. Maccuenvie ckonnenus nespeavix TK. Oxpacka
azypom u 303uHom, X 400

Fig. 8. Lymph node biopsy. Massive clusters of the immature mast cells. Stained
with azure and eosin, % 400

VY manmMeHToB ¢ NMUTMEHTHOM KpanmWBHUICH IIpeu-
MYIIIECTBEHHO HaOJII0Iaach CHIIb Ha KOXE BCETO TeJa.
VYV 6 (5 %) neteii chinb OblTa B Mpeaeiax 2 30H.

IIpu cpaBHEeHNU YaCTOTHI OMOIICU KOXU BHUIHO, YTO
B IPYIINE AeTeil ¢ MeIMaTOPHBIMU pPeaKlMUsIMU OUOTICHUS
KOXXM BBITIOJTHSIJIACH Yallle, YeM Y ITallMeHTOB ¢ OecCcrM-
IITOMHBIM TeUeHUEM 3a00J1eBaHUs (Ta0. 4).

AHayin3 KpOBU B LIEJSIX ONpeneeHUsI KOHLIEHTpaluu
TPUNTA3Bl BHITIOIHSUICS y 25 mammeHToB. [IpeBhIlIeHNe
HOPMBI KOHIICHTPALIMY TPUIITa3bl BeIsIBIICHO Y 7 (33,3 %)
MalueHToB, Meauana — 25,4 (13,9—70,6) mxr/n. Y pebeH-

Puc. 9. Jlumghamuueckuii yzen. UmmyHocucmoxumueckas peakiyus ¢ ahmume-
nomk CDI17, % 100

Fig. 9. Lymph node biopsy. CD 117 antibody immunohistochemical assay, % 100

Puc. 10. Jlumgpamuueckuii yzea. HmmyHoeucmoxumueckas peakuyis ¢ GHmu-
menom k mpunmase, < 200

Fig. 10. Lymph node. Tryptase antibody immunohistochemical assay, % 200

Taommua 4. CpasHeHue uacmomosl  GblNOAHEHUS  OUONCUU  KOJCU

6 3asucumocmu om HaAAuvus Meéuamopﬂbtxpealmuﬁ

Table 4. Comparison of the skin biopsy frequency depending on the presence
of the mediator reactions

Menua-  IlpucyrcTBo-

TOPHBIE  BajK 19 (100) 105 (76)

peakuuu  Presented 0,013
Medifztor OTCyTCTBOBAIA 0 33 (24)

reactions  Absent

Ka ¢ TYYHOKJICTOYHBIM JIEKO30M KOHIICHTPALIMS TPUII-
Taspl Mepel HavyajJoM XMMMOTEpaluud COCTaBjsiia
1200 mKr/m.

He BbIsIBI€HO CTAaTUCTMYECKW 3HAYMMbIX Pa3IuuMit
B Tepanuu 3a00JIeBaHUS U TMHAMUKY YIyJIIEeHUS Y ITaru-
€HTOB, KOTOPBIM OIIpeaeIsiIach U He OIpeAesuiach KOH-
LIEHTpalLMs TPUMTa3bl KpOBU (TabI. 5).
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Tabmma 5. Pe3y/zbmambt CpaeHeHus yacmomosl. mepanuu U KAuHU4ecKoeo
Yayuuwenusa 'y nauyuenmos, KOMmOpbiM 6blNOoAHAN0Cy U He 6blNOAHAN0CH
onpeae/tenue KOHUeHmpauyuu mpunmassl 6 Kposu

Table 5. Results of comparison of the frequency of therapy and clinical
improvement in patients who underwent and did not perform the determination
of the concentration of tryptase in the blood

Tepanus TTpoBoauach
Therapy Conducted 90 (65,2) 20 (80) 0171
OTcyTcTBOBANA ’
48 (34 2
Absent 8348 520
Vnyumenrie OTMeueHO
12 (48) 79 (68,1)
Improvement Observed 0.064
Oreyremsosano 5 o) 3731.9)
Absent

Kano6el 6bputM 3apeructpupoBanbl y 123 (75,4 %)
mareHToB. Yare Bcero mx Oecrmokownu 3ym (n = 78;
63,4 %), a Taxke BoichTanus (n = 89; 78,8 %), xapak-
Tep KOTOPBIX U3MEHSIJICS TIPU TPEHWU, TJ1ade, KyMmaHuu,
(buszmueckoit naM 3MoOIMOHANBHON Harpy3kax. Yacrora
U CTeMeHb BBIPAXKEHHOCTH CHMIITOMOB MAacCTOLIMTO3a
npencTaBieHbl Ha puc. 11.

Puc. 11. Yacmoma u cmenens ebipajiceHHOCHU CUMRIMOMO8 MACHOUUMO3a

Fig. 11. Frequency severity of the mastocytosis symptoms

Y 90 (73,1 %) u3 123 ngeteii poauTen CMOIJIM Bblae-
JIUTh TPUYMHBI, TpoBoLUpYoLMe Tpuctynbl. Haubo-
Jiee YaCTbIMU CTajv KyIaHUE B rOpSAYEr WM XOJOIHOM
Bome (n = 68; 41,1 %) v sMOLMOHAIBHOE HAIpPSIKEHUE
(n=49;30%).Y 27 (16,5 %) maliieHTOB POIUTETN OTMETH -
JIV TIOSIBJICHKME TIPUCTYIIOB, KOraa MPUHUMAIUCh MeIKa-
MEHTBI (aHTMOAKTepualbHbIe TpenapaThl, UMMYHOMOJLY-
JIITOPBI U JIP.), OMHAKO BBIIEINUTH KOHKPETHOE JIEKAPCTBO,
MPUMEHEHUE KOTOPOTO TMPHUBOAMIO K BO3SHUKHOBEHUIO

MPUCTYIOB, He yaanock. Y 34 (20,8 %) neteii Obljia BbISIB-
JIeHA HETIePEHOCUMOCTD Pa3IMYHbIX ITUILIEBbIX ITPOAYKTOB,
npu 3ToM y 7 (20,5 %) U3 HUX POAUTEIN OTMETUIM IIPU-
CTYIBI ITPU YITOTPEOJIEHUM MOJIOYHBIX MPOAYKTOB. YacToTa
BCTPEYAEMOCTH Pa3IMYHbIX (PaKTOPOB, MPOBOLMPYIOIINUX
TIPUCTYIThI MACTOLINTO3a, TIpUBeAeHAa Ha puc. 12.

Puc. 12. Yacmoma écmpeuaemocmu pakmopos, npogouUpyIousUX nPpUCmynsl
Macmoyumo3sa; * — u3 aHanu3a UCKAYeHbl 0aHHble 0emetl, YbU pooumeny OmKa-
3anucy om sakuurayuu (n = 10)

Fig. 12. Frequency of the triggers of the mastocytosis symptoms; * — the children
whose parents refused the vaccination were excluded from the analysis (n = 10)

BonpmmHcTBo nanuenTos (n = 105; 64,4 %) nonyyaiu
PeryJIsipHyIO JIEeKapCTBEHHYIO Tepanuio. Yalie Bcero mpu-
MEHSUTICh aHTUTUCTAMUHHBIE TIperaparsl (n = 64; 61 %),
a Takxke KetotudeH (n = 22; 21 %). Yactora Ha3HAYEHUST
JIEeKapCTBEHHBIX MpeIapaToB IToKa3aHa Ha puc. 13.

Puc. 13. Jlexapcmeennas mepanus nayuenmos ¢ macmouumosom: AI'— anmu-
eucmamunusle npenapamot, KH — kpomoaun nampus, TKC — aarokokopmuko-
cmepouds!

Fig. 13. Drug therapy of patients with mastocytosis: AG — antihistamines,
CS — cromolyn sodium, GCS— glucocorticosteroids
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Wndopmaiyst o Te4eHUM MacTOLMTO3a Obljia JOCTYII-
Ha i 139 gereit. ¥V 4 (2,9 %) oTMedeHO MOsIBIeHUE
HOBBIX IISITEH U YTSDKEJCHME TeUeHMsI MAcCTOLIMTO3a; U3
HUX y | mammeHTa rmpou3oliuia TpaHchopMalus B TY4HO-
KJIeTOuHbIi Jieiiko3. Coctostnue 42 (30,2 %) nereii, 00b-
€M ¥ MHTEHCUBHOCTb ChIIIM HE U3MEHUJIUCH (MeIuaHa —
58 (2—276) mec), Gousbliasi 4yacThb HalUEHTOB (n = 93;
66,9 %) oTMeTWIN YIyYIllEeHHME CaMOYyBCTBUS (MeauaHa
HabmoneHust — 34 (2—226) mec). Y 1 (0,7 %) GoabHOro
OTMEUEH IIOJHBI perpecc CUMIITOMOB 3a00JieBaHMSI.
INepuon HaGmOAEHUS 3a JIETbMU CO CTaOMIM3alMei
craTicTUecku 3Hauynumo mosnbie (p < 0,001, kpurepuii
Manna—YutHu). JluHaMuKa Xano0 1 KOKHBIX IPOSIBIIe-
HUi1 MAacTOLIMTO3a Y MALMEeHTOB MpuBeIeHa Ha puc. 14.

Puc. 14. Jlunamura camouyscmeus 'y demeii c macmoyumosom (n = 139)
Fig. 14. Course of the well-being of the children with mastocytosis (n = 139)

JnmTenbHOCTL 3a00J1eBaHMs 10 Havaja pa3pelieHus:
MacTOLIMTO3a MpeacTaBieHa Ha puc. 15.

Puc. 15. aumenvrocme 3a001e6anus om nOCMAaHO8KU OUA2HO3a 00 HAYAAA
Paspeuieruss Macmoyumo3a

Puc. 15. Period from the diagnosis to the resolution of the mastocytosis

BrIpaxkeHHOCTh CUMIITOMOB 1 IJIUTEILHOCTH 3a00J1¢-
BaHUsI MOTYT CTUMYJIMPOBATh POAUTENEN K MHTEPHET-aK-
TUBHOCTU. DTO MOXET IMPUBECTH K YBEJUYCHHUIO 4HCla
JNETEeH C TSKEJAbIM TEYCHMEM B IPEACTABICHHOM TpYIIIIEe
10 CPaBHEHMIO C TpyIIiaMu, HaOpaHHBIMM TPaTULIMOH-
HBIM 00pa3oM. UTOObI UCKITIOUNTh UCKAXKEHUSI, TTalleH-

ThI ObLIM pa3ieeHbl Ha 2 TPYIIIbI 10 JaTe MOCTAHOBKM
JuartHosa «MacTouTo3» — 10 1 1ociie ceHTs10ps 2014 .
CTaTUCTUYECKHU 3HAYMMBIX Pa3IMuuii B 00beMe Teparuu
M TEYCHUM BBISIBIIEHO He ObLIO. Pe3yibraThl cpaBHEHMS
JIeYeHUs] M AMHAMUKKM 3a00jieBaHMsSI B TpYyIIIax HeTeit
¢ JIMartHo3oM <«MacToLMTO3», BEpU(UIIMPOBAHHBIM 10
1 nocjie ceHTs10ps 2014 1., mpencrapiieHb! B Ta0I. 6.

Tabmmua 6. Pesyismamol cpasrenus 4acmomv. mepanuu U KAUHUHECKO20
yayuwieHus 6  epynnax —Odemeil ¢ oduacHosom  «Macmoyumos»,
eepuduuuUposanHvim 0o u nocae cenmsaops 2014 e.

Table 6. Results of comparison of the frequency of therapy and clinical
improvement in groups of children with a diagnosis of mastocytosis, verified
before and after September 2014

Tepanust Mposomunace . (31,9  33(36,2)
Therapy Conducted 0
OrcyrerBoBaa |
Absent 49.(69,1) 58 (63,8)
Viayymienne OTMeueHO 44.(70.9) 7655
Improvement Observed s
OTCyTCTBOBATO 3
18(29.1 272
Absent 8(29,1) (26,5)

CTaTUCTMUYECKM 3HAUYMMBIX PA3IUUMii B OTHOIICHUU
Teparnuu U 4acTOThl CUMIITOMOB y MAIIUEHTOB, HAXOIMB-
LIUXCS TTONl HAOJIOIGHUEeM U TOTEePSTHHBIX M3-TI0J HEro,
He oOHapyxeHo (Tabir. 7).

Tadmuua 7. Pesyavmamer  cpasHenus uacmomosl  0ecCUMNIMOMHO20
meyenus U mepanuu 8 epynnax demeii, HaxXo00UBUIUXCS OO HAOAOOeHUEM,
U NOMEPSHHBIX U3-N00 Heeo

Table 7. Results of comparing the frequency of asymptomatic course and
therapy in groups of children under supervision and those lost from under it

Tepanus [MpoBoaunach

Therapy Conducted 11624 ()
OtcyTrcTBOBaIA
Absent
[lpucymemeo-
eanu

Existed

OtcyTcTBOBAIN
Absent 5(23,8) 30 (22)

0,333

10 (47,6)  48(35,3)

CUMIITOMBI

Symptoms 16 (76,2) 106 (78)

0,785

AHaM3 ¢ TIOMOIIBIO KPUTEPUS x> MIOKa3ajl, YTO HEKO-
TOpble TPOBOLMpYIOIINE (haKTOPhI (IMOLIUM, Tropsdast
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WM XOJIOMHAs BOJA) U CUMIITOMBI (3yI, MPUIMBBI, AMa-
pesi, PMU30IMYecKre OOJIM B KMBOTE) acCOLIMMPOBAHBI
C JYYIIMM TIPOTHO30M TeuyeHUs 3aboJieBaHus. OgHAKO
npu ogHo(paKTOpHOM perpeccuoHHoM aHanmuse Kokca
3HAYMMOCTh OOHAPYKEHHBIX MPEAUKTOPOB HE ITOATBEP-
JIAJIACK.

Y 7 (5,4 %) u3z 129 nereit ObLIM KPOBHbIE POJACTBEH-
HUMKM C YCTAHOBJIEHHBIM AMarHo3oM «MacroiuTo3». Ele
y 8 (6,2 %) mauueHTOB ObLIM KPOBHbIE POACTBEHHUKU
C CBIIbIO, ITOXOXEH Ha ChIb IPU MAaCTOLMTO3€, OIHAKO
ObLI JIX UM YCTAHOBJICH IMAarH03, HEU3BECTHO.

B mnepuon snerHero otabixa 106 gereit mpuodOpenun
Jlerkuii 3arap. [1pu nosiBjieHUM MUTMEHTALUKU POIUTEIN
OTMEUaIM KOCMETHYECKOe YIydllleHue, TaK Kak Ha (hoHe
TEMHOI KOXU IIITHA CTAHOBWJIMCh MeHee 3aMeTHBI. Jler-
KU 3arap IPUBOAMII K YPEKEHMIO MEIMATOPHBIX CUMIITO-
MoB Y 7 (6,6 %) nereii, K yeuieHunio y 2 (1,8 %) u Hukak
He TIOBJIUSII Ha camouyBcTBHE ¥ 97 (91,6 %) manneHToB.

OO6cyxaeHune

HccnenoBanue moaTBepausao, YTO MaCTOLIUTO3 y AeTei
MPOTEKAEeT JOOPOKAYECTBEHHO. Y OOJbIIEH YacTu CHUM-
MTOMBI JTUOO OTCYTCTBYIOT, IMOO TPEOYIOT MUHUMAJIbHOMI
peryJsipHOi Tepaluy aHTUTMCTAMUHHBIMM IIperiapara-
MU. B TeueHMe HECKOJBKUX JIET Y MOAABIISIONIETO OOIb-
IIMHCTBA MAllMEHTOB 3a00JIeBaHUE PErpecCUupyeT caMo-
CTOSITEJIbHO.

K orpannyeHussM IaHHOIO MCCAEHOBAHMS MOXKHO
OTHECTH OTCYTCTBME OYHOIO KOHTaKTa C MalleHTaMU
B paMKax IpOBOAMMOI paboThl. OCHOBHOII MCTOYHMK
nHGOpMALIMA — MHEHUE POJIUTENISI, 3 OHO MOXKET OBbITh
cyobeKTUBHBIM. CyOBbEeKTUBU3M MOXET IMPOSIBUTHCS KakK
B OLICHKE TSKECTU COCTOSIHUS, TaK M B OLIEHKE JTUHAMU-
ku. [Icuxonornyeckoe nMpuHATHE 3a00JIeBaHUS peOeHKa
MOXKET TakKe MPUBECTU K MU3MEHEHHUIO MHTEPIpeTalliu
Xano0. ITorpeOHOCTL poauTesiss B MOUCKE WHTEPHET-
peCypcoB IPOIOPLIMOHATIbHA TSXKECTU 3a00JeBaHUS
pebeHKa, 4To ObLI0 MoKa3aHo B paborax M. Giesen et al.
n C. Sebelefsky et al. [11, 15]. B ¢cBsI3u ¢ 3TUM BO3MOX-
HO, YTO JeTeil ¢ MeAMaTOPHBIMU pPeaKIMsSIMU, a TaKxkKe
C TSDXEJIBIM TeYEHUEM MaCcTOLIMTO3a B ONTMCAHHOM TpyIIne
OBLIO OOJIBIIIE, YeM B MOIYJSALMU. MacTOLIMTO3 Y YacTh
MMaleHTOB ObUT AMArHOCTUPOBAH Ha OCHOBAaHMU IIOJIO-
XKUTEJIbHOTO cuMIIToOMa YHHBI—/lapbe. B cBsI3u ¢ Tem,
YTO B aHKETE UISI POIUTENIsSI He ObUIO OTAEJbHOTO ITyHKTa
0 HaJWYMM JAHHOTO CUMIITOMA, CYIUTh 00 WCTUHHOM
JacToTe 3TOTro peHOMEHA Ha OCHOBAaHUU IIPEICTaBICHHO-
ro MCCJIeIOBaHUS HE MPEaCTaBIsIeTCsI BO3MOXHBIM. O0b-
eM 00cienoBaHusI, B YaCTHOCTU OIpeAc/IieHe KOHIICH-
Tpaluy TPUIITa3bl KPOBHU, C OMHON CTOPOHBI, HEIOCTYIICH
B HEKOTOPBIX PETMOHAX, a C JPYroi CTOPOHBI, 3aBHCEN
OT TSIKECTH COCTOsIHMSI pedeHka. IloaTomy manoe yuc-
JIO OmpeaeeHUI MOTJIO TOBJIMSITh HAa WHTEPIIPETALIUIO
PE3yJIBTaTOB.

Macrouuto3 — 3abojieBaHME C Pa3sHOOOPA3HBIMU
BapuaHTamMu TeueHus. IIpoBemeHHOe ucCCIeIOBaHUE
IoKas3ajgo, 4To Haubojee 4YacThlii BapHaHT, KOTOPBIM
crpagaioT okoio 80 % IMalueHTOB, — 3TO «IIMIMEHTHast

KpaIlMBHUIIA»; 1ajiee 110 YaCTOTe CAEAYeT «<MaCTOLIMTOMAy.
AHaJIOTUYHbIE pe3yJIbTaThl IOJYyYeHbl M B MeTaaHallU3e
C. Meni et al., B KOTOpOM OBLIY TTpOAaHATU3UPOBAHBI JaH-
Hble 1747 neteit ¢ MactouTo3oM [16]. B naHHoIi paGoTte
peo6/1a1ajI0 YUC/I0 IALIMeHTOB MYXCKOTO I10J1a, a YaCTO-
Ta BPOKJIEHHOTO MaCTOILIMTO3a BABOE ITPEBHIIIIAIa YACTOTY
B IIpEICTaBIIEHHOM McciaenoBaHum [16]. Bo3aMoxkHO, BO3-
pacT 1e61oTa 1 ITOJIOBbIE Pa3In4usi CBS3aHbI C STHUYECKU -
MM T€HETMYECKMMU OCOOCHHOCTSIMU. Tak, B TypeLKOi
IPYIIE COOTHOIIEHUE MAJIbYMKOB U IEBOYEK COCTABUIIO
1,6:1 [17], ucmanckoii 1:1 [3], mexcukanckoii 1,8:1 [18].

B omnuceiBaemoii rpymnie OTCYTCTBOBaJIM OOJIbHBIE
¢ mud@y3HEIM MaCTOLMTO30M, XOTS B MCCIIEIOBaHUU
C. Meni et al. yncno Takux MalMEeHTOB ObLIO OoJee
5 % [16]. BeposiTHee Bcero, 3TO CBSI3aHO C PEAKOCTBIO
I Gy3HOro MacTOLMTO3a.

MacrouuTto3 y OOJNBIIMHCTBA JeTeil, KaK IpaBUIIO,
ne0roTHpYeT B Bo3pacte 10 1 roga [16]. B HekoTopbix pado-
Tax BBISIBJIEHA CBS3b BO3pacTa Je0roTa U mporHosa. Tak,
B pabote D. Schena et al. moka3aHo, 4TO y JeTeil ¢ 1edro-
TOM 3a0ojieBaHUs Tociae 10 JIeT KIMHUYECKOe TEeYCHHE
MMeeT OOIIMe YePThl C TEUYCHMEM Yy B3POCIHBIX OOJIBHBIX
M PUCK XpOHM3aLMU Mpoliecca roskimaercs [19]. B mpo-
BEICHHOM HCCJIEOBAaHUN HE OOHApy>KE€HO ITPOrHOCTH-
YeCKOM 3HAaYMMOCTH BO3pacTa IIpy Haydaje MacTOLMTO3a
B 6 u 12 MecsilieB. Buaumo, 3To noATBepKaaeT TOT (HakT,
4yTOo 3a00JIeBaHNE TTPUOOPETAET YePThl «B3POCIOTO» TeUe-
HUSI B 3HAYUTEJIBHO 00JIee IT03IHEM BO3pacTe.

Bompoc HaclieACTBEHHOM IIpeapacIioioXeHHOCTH
YacTO BOJHYET KaK POAWTEesIei, TaK M HaOJI0JaIOIINX
nokTopoB. I1pu onmucaHuy Tpynmn aHAIOTUYHOM YMCICH-
HOCTU KOJIMYECTBO JeTeil ¢ €AMHOKPOBHBIMU POACTBEH-
HUKaMu, OOJIbHBIMM MACTOLIMTO30M, BapbupyeT oT 0 10
11 % [3, 17—21]. B mo60oM cityuyae, Kak B IIpeICTaBICHHOM
HCCIEI0BaHUM, TaK U B APYTUX paboTax, 3TO eAMHUYHbIE
nauueHThl. [lo Bcell BepOSITHOCTH, HACJIEICTBEHHBIM
(bakTOp MPUCYTCTBYET JMIIL Y HEKOTOPOI YacTu OO0Jb-
HbIX, TEHETUYECKKME 0COOEHHOCTH 3a00JIeBaHUS KOTOPBIX
elle MPEJACTOUT BbIICHUTD.

JMarHocTrka MacTOLMTO3a y MOJABJISIOIEro 0OJib-
LIMHCTBA JIeTeil MpoBeleHa TOJIbKO Ha OCHOBAHUU KJIM-
HUYECKUX TaHHBIX. DTO OOYCIOBJIEHO TEM, YTO CaMoO-
YYBCTBME MHOTMX IAlMEHTOB ObLIO HOPMAaJbHBIM, XOTS
B COOTBETCTBUM C JUArHOCTUYCCKUMM KPUTECPUSIMU
Heobxoaumo ooHapyxeHue TK B Koxke min apyrom nopa-
JKeHHOM opraHe [7, 22]. TeM He MeHee 1 B paboTax IpyTrux
aBTOPOB Y YAaCTHU IMAIIEHTOB B CBSA3U C OUeBUIHOCTHIO KJTH -
HUYECKOI KapTUHBI OMOTICUS KOXKU He BBITIOTHSIAch [17,
18, 20, 23]. LleHHOCTb TMCTOJOTMYECKOTIO aHa/IM3a OYe-
BUIIHA, OMHAKO I10 IMPUYMHE HM3KOI 4yBCTBUTEIbHOCTHU
B COITIACUTEJbHOM ITOKYMEHTE aMEePUKAHCKOIO U €BpO-
MeCKUX OOIIECTB M3YYEHMUS] MACTOLIMTO3a, ajlIeproJio-
MU, aCTMbI 1 UMMyHostoruu 2016 I. B KauecTBe IJIaBHOI'O
KPUTEPUsS. KOXHOIO MACTOLIMTO3a IIPUHSTA TUIIMYHAS
ChIllb, a FMCTOJOTMYEeCKME JaHHbIE OTHECEHBI K MaJlbIM
kputepusMm [13]. B cBsi3u ¢ upesBbiyaiiHoi (MeHee 1 %)
PEIKOCTBIO arpecCUMBHbIX (hOPM MaCTOLIMTO3a Y JAeTei
rucrojjornyeckuii aHanu3 KM pekoMeHIoBaH TOJIbKO
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s nereir ¢ mpusdHakamu CM: opraHomMeranueii, JTUM-
dageHomnaTue, U3AMEHEHUSIMU KOJIUYecTBa (DOPMEHHBIX
3JIeMeHTOB KpoBH [7, 23]. Takum ob6pa3om, B ITOBCETHEB-
HOM KJIMHMYECKON MpakTUKe pelleHue 00 MHBAa3UBHOM
JIMarHOCTUKE, BEPOSTHEE BCEro, MAODKHO MPUHUMATHCS
C YUETOM TSIKECTH COCTOSIHMS peOeHKa.

B mnpoBeneHHOM HCCACIOBAHMM YMCIIO IALIMEHTOB,
HCIBITHIBAIOLIMX CUMIITOMBI OOJI€3HM C IOTPEOHOCTHIO
B IIOCTOSIHHOI Tepamuuy, ObUIO BBIIIE, YeM B rpyIIax,
OIIMCAaHHBIX B JuTeparype. Tak, B Halleill paboTe 4MCIIO
JeTeil ¢ CUMIITOMaMHU cocTaBuiio 75,4 %, B TO BpeMs Kak
B HaOmogeHusx J. Azafia et al., a takxke G. Akoglu et al.
cocTaBuio 62,6 % u 52,7 % coorBerctBeHHO [3, 17]. Hau-
0oJiee YaCThIM CUMIITOMOM ObLI KOXHBIA 3y, HA KOTO-
PBIii KajgoBaluCh 64 % MalyeHTOB B OIMCAHHOM IPYIIIIE.
B pabGorax, npencTapisioIIMX aHAJOTUYHbIE 10 KOJIruYe-
CTBY I'PYIIIbl OOJBHBIX, YACTOTA XaJ100 Ha 3y OKa3ajlach
MeHbliei u coctaBuiia 61 %, 40 % 1 27,2 % COOTBETCTBEH-
Ho [17—19]. IlorpebHOCTP B KOPPEKIMM CUMIITOMOB
B HAllIEM KCCJIENOBaHUM UCIIBITEIBAIN OoJiee 60 % nereid,
IIPY 3TOM B IpyTIIax MalMeHTOB, onucaHHbIX A. Kiszewski
et al. u G. Akoglu et al., mpumMeHeHue dapMaKoIOruye-
CKUX CPEACTB JJIsI YCTPAaHEHUSI CUMIITOMOB MaCTOLIMTO3a
ObLI10 3aperucTpupoBaHo 1t 58 % u 47,3 % GOJbHBIX
cooTBeTcTBeHHO [17, 18]. BeposiTHO, ynciio MaueHTOB
C TSDKEJIBIM TeYeHUEM MacCTOLIMTO3a B OIMCAHHOM TpyIIIe
CBSI3aHO C OOJIbllIel A MHTEPHET-aKTUBHOCTbIO POAUTEIICH,
JIETU KOTOPBIX TSKEJIee IPYTUX TIEPEHOCIT MACTOLUTO3.

CuMIITOMATUYECKOE JICYCHUE II03BOJISIET YIIy4YIIUTh
KAa4eCTBO XKU3HU NAallMEHTOB, HO B [IOBCEHEBHOM XN3HU,
B YaCTHOCTU IpU OOpaleHUM 3a MEIMIIMHCKOM ITOMO-
IIBIO 11O APYTUM ITOBOJAM, MAaCTOLIUTO3 MOXKET OBITh BaXK-
HBIM oTgromaoimM ¢axkropoM. Tak, B McCleIOBaHUU
A. Matito et al. npoaHann3upoBaHbl 726 aHECTE3NOJIOTH-
YeCKMX Imocobuit, okazaHHbIX 501 MmanueHTy ¢ MacTOLM-
TO30M. Y JIeTeil BBISIBJIEHO YBEJIMYeHNE KOJIMYECTBA ITePU -
ornepalMOHHBIX aHadumakTnyeckux moxkoB B 200 pa3s
I10 CPAaBHEHMUIO C MMallMeHTaMu 6e3 MacToLuTo3a. Mcmoib-
30BaHME CTAHIAPTHON MNpeMEIMKalMU, COCTOSIIECH U3
KOMOMHAIIMM aHTUTMCTAMMHHOTO U KOPTUKOCTEPOMII-
HOro IIperiapatra, MOHTEJIyKacTa M OeH30aMa3ernHa,
MPUBOIWIO K CHUKEHUIO YMclia ocloXHeHuit [24]. Kak
U TIpU JPYTUX PeAKUX 3a00JIeBaHUSIX, U3IaHUE OPOILIIOp,
opraHM3alys BCTped INALMEHTOB C BpayaMu MPUBOMIST
K IOBBIIICHUIO MH(GOPMUPOBAHHOCTY Bpadeil M Ialu-
eHTOB [25, 26], npuHATHIO NPOGWIAKTUYECKUX MEpP
M YMEHBILIEHUIO YKCJIa OCIOXKHEHMIA.

[IpoBeneHHoOe uUccaeaOBaHKUE [MOKA3aJo0, YTO MACTO-
LIMTO3 y OOJIBIIMHCTBA IeTeH XapaKTepu3yeTcs 0J1aronpu-
SITHBIM TIPOTHO30M, XOTsl Y TPeTU OOJIbHBIX HACTyIuIa
TOJBKO CTaOMIM3aIUsI COCTOSIHMSA. UMCIIO MalueHTOB
co crabunmsanueil 00Je3HU WM YaCTUYHBIM paspellie-
HMEM CHMIITOMOB BapbUpYeT Y pa3HbIX MCCIIeI0BATEIICH.
B nccnenosanusx A. Kiszewski et al. u J. Azana et al. nmpu
AHAJIOTMYHOM IEePHOJIE HAOIIOMEHMS YaCTOTa YaCTUYHO-
ro perpecca CMMITOMOB 3abosieBaHus cocraBuia 80 %
1 36,3 %, a crabuimsanuu — 16 % u 54,5 % cOOTBETCTBEH-

Ho [3, 18]. Hanboee BeposTHO 3TO OOYCIIOBIEHO TEM, UYTO
00a ucciaenoBaHMUsI ObUTH PETPOCHEKTUBHBIMU 0e3 (puK-
CHPOBAaHHBIX CPOKOB OcMOTpa aereil. To ecTb B ciydae
JIUTUTEILHOTO TIeproaa 6e3 HabM0AeHUS U MUHUMATbHBIX
Kayno0 (akT yaydiieHus MOT OBITb 3a0BIT U MHTEPIIpe-
TUPOBAaH KJIMHUIIMCTOM WJIM POIUTESEM, 3aIlOJTHSBIINM
aHKeTy, KaK OTCYTCTBME yJydllleHWs. TakuMm oOpas3oM,
C YYETOM OTCYTCTBUSI (PMKCHUPOBAHHBIX CPOKOB ITOBTOP-
HOTO OIpoca U J0CTyMa K MEAUIIMHCKON JOKYMEHTAIINH,
MUCTaHIIMOHHOTO OOIIEHMSI, MOXKHO IIpearnoaraTb, 4To
WCTUHHOE YUCJIO JETEH C YIy4IIEHUEM B TIPEICTABIEHHOMN
TPYIIIIe MOXKET OBITH BBIIIIE.

B xome mpoBeneHus WHCCIeOOBaHUS TakKxke OBLIO
MOKa3aHO, YTO MAaCTOLIMTO3 y OOJIBIIMHCTBA IMallMeHTOB
CKJIOHEH K CHOHTaHHOMY perpeccy. [lo pesynsratam
WUCCIEAOBAHMUIN [OPYrUX TPYyHIl 4YacToTa YMEHbILIEHUS
CBIIK, paspelieHust cumiroMoB gocturaet 80 %. Yucio
JeTeil ¢ TIOJHBIM PerpeccoM IPOSIBICHUI OOJIE3HU yBe-
JIMYMBAETCS IPOIOPLIMOHAIBHO TIePUOLY HAOIIOACHUS.
Tak, B uccnenoBanuu A. Kiszewski et al. oHo cocTaBuiIo
4 % (MmenuaHa HaOoneHust — 5,1 roga), B UCCIeIOBAaHUUI
J. Azana et al. — 9 % (MeauaHa HaGomeHus: — 9 JeT),
a B pabote R. Caplan — 22,2 % (MenuaHa HaOJIIOACHUS —
12,5roma) [3, 18, 20]. MoxXHO 0XXMIaTh, YTO B ONIMCAHHOM
TpyIIIe MalMeHTOB CO BpEMEHEM YMCJIO IMOJHBIX BBI3IO-
POBJICHMIT OyIET YBEIUINBATHCS.

Bo3MOXHOCTD M OITACHOCTH MHCOJSIIUMU TIPU MacTO-
LIMTO3¢ BOJIHYIOT MHOTMX pPOAWTEICH mepeln JIETHUM
oTnbixoM. KpyIHBIX MCCIenoBaHUM, M3Yy4YaroIuX 3TOT
BOMPOC, HE MPOBOAUIOCH. JIOCTYIHBI OMUCAHUS €au-
HUYHBIX TTallMEHTOB, TA¢ J0Ka3aHO YMEHBIIICHUE TYYHO-
KJIETOYHOU MHMWIBTpALMK T10A IEUCTBUEM COJTHEUYHOTO
cBeTa [27]. BeposiTHee Bcero, ¢ 3TUM M CBSI3aHO TO, YTO
YacTh TAIIMEHTOB OTMEYalOT OOJEeryeHue CUMITOMOB
TocJie JIerkoii nHconsiuuu. Ha ocHoBaHUM TTpOBEACHHOTO
HCCIIeIOBaHUSI MOXHO C/IEJIaTh BBIBOI, UTO JIETKas MHCO-
JSuusl Oe3omacHa ISl AeTeil ¢ MacTOLIMTO30M. leM He
MEHee CJIeayeT IOMHUTh, YTO MeperpeBaHne KOXU MOXKET
MPUBECTU K peakuuu aerpanyasaaun TK.

3akinouenue

B nmnpencraBieHHOM MCCIeIOBAaHUM MAacCTOIIMTO3
JIe0I0TUpPOBAaJl, KaK MpaBUJIo, B TeUeHUE MEPBOro roja
Ku3HU. OCHOBHBIMM (opMaMU SIBISIIOTCS TTUTMEHT-
Has KpamnuBHHUIIA M MacTolMTOMa. Y OOJIBIIMHCTBA
MalMeHTOB MaCcTOLMTO3 ObLI CIIOpaAMYeCKUM, OJHAKO
Yy €AMHUYHBIX OOJILHBIX ObUIM OJM3KKHE POJCTBEHHM-
KM ¢ MactouuTo3oM. HeoOxommmocTb WMHBa3UBHOM
JUATHOCTUKM TIpU OSCCUMIMTOMHBIX (pOpMax ¢ TUITUY-
HBIMU KJIMHUYECKUMU MPU3HAKAMU HYXIAeTCS B Jalb-
HeillleM wuccnenoBaHuu. Haubomee 4YacThIMU CUM-
NTOMaMU OBIJIM 3yd M peaklMs ChIMM Ha pa3IudHble
TPUTTEPHI. Y HEKOTOPBIX JeTel JierKas ecTeCTBeHHas
WHCOJISILYS TPUBOIUT K YMEHBIIEHUIO BBIPaXKEHHOCTH
cumnitoMoB. Tepanust aHTUTMCTAMUHHBIMU TIpeTiapaTa-
MU MO3BOJISIET YMEHBIIUThL MPOSIBICHUSI MacTOLIMTO3a.
IIporHo3 y neTeit 61aronpusITHBINA.
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