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MACTOILINTO3 V AETEM:
XAPAKTEPUCTUKA TPYIIIIBI 111 TTAIIMEHTOB

ICT16 T'BY3 I'opoackas kaunndeckast 6oabauiia Ne 31, 2OTBOY BO IMepsoiti CaukT-ITeTepOypreKuii rocyAapCTBEHHbIN
MEAMILIMHCKUYN YHUBEPCUTET UM. akap, V.IT. [TaBrosa, 3SOTBOY BO «Caukr-IleTepOyprekuli rocyAapCTBEHHBIN
yuuepcuret», 4CI16 TBY3 Aerckas ropoackast 6oabuuiia Ne 1, r. Caukr-ITerep6ypr, PO

MacronuTo3 — 3a6osieBaHMe, CBA3aHHOE C M30BITOYHON Iposudepanueii TYYHBIX KJIeTOK. Bompoc
0 MpUYNHe PA3BUTHA 3a00JieBaHMSA B HaCTOsIIee BpeMs ocTaercs OTKEPBHITHIM. C yueToM pemkoctH,
MHOrooopasusd opm, a TaKKe 3a4acTyI0 JOOPOKAaYeCTBEHHOIO TeueHHus 3a001eBaHue YaCTO 0CTaeTCs
Hepacno3HaHHBIM. Pa3iuuus B TeYeHNU U NMPOrHO3e 3a00JIeBaHMs Y B3POCIBIX U JIeTei 3aCTABJISIIOT

paccmaTpuBaTh 310 3a00/I€BaHuEe OTAEIbHO. B maHHO# cTaThe OyaeT paccMaTPUBATHCA TOJBKO MACTO-
uuTo3 y mereit. Ilens: mpeacraBuTh KpaTKMil 0030p JMTEPATypPhl M IMUIEMHOJOTMYECKMN aHAIN3
POCCHIICKON TPYIIIBI AeTel ¢ MACTOIUTO30M. MaTepuaJjbl 1 MEeTOIbI MCCAEeAOBAHMA: AJIs cOopa uH(pOp-
MalMU MCIOJb30BAaJIU aHKETHPOBAHNE PONUTEJICH MMAIHEHTOB ¢ MACTOIMTO30M 4Yepe3 COUAIbHYIO
cets «B Konrakre». IIOBTOPHBII KOHTAKT OCYLIECTBIIAIU C MIOMOLIbIO TOBTOPHOTO AHKETHPOBAHMS,
9JIEKTPOHHOM IIOYTHI, IO Tee(OoHy, P JUYHON KOHCYJIbTAMU. Pe3ylbTaThl: MOJyYEHBI JaHHbIE O
111 mamuenrax — 54 maapuuka u 57 nmesouer. MequaHa Hauaja 3a00JieBaHUA COCTaBMJIa 2 MecdIa
Q1 -1, Q3 — 4 mec). ¥ 87% (n=97) nanueHTOB JMArHOCTUPOBAHA MMIMEHTHAS KPANUBHHUIA, ¥ 9%
(n=10) — macrouuroma, y 4% (n=4) — nud@ysusii macrouuros. KauecTBo Ku3HM GOJIBIIMHCTBA
IAIMEeHTOB B I[EJIOM COOTBETCTBYET 3I0POBBIM cBepcTHUKaM. OCHOBHBIMH jkajnobavu (B mOpAmKe
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yObIBAHUS) ABJISAIOTCA BBICHINAHUS, KOKHBIN 3y/A, MPUJIXUBBI, GOJM B JKMBOTE, [HAapes, TOUIHOTA U
pBoTa, anadunaxkronnusie peaxkuun. Y 40% namuentos (n=45) cucreMaTnyeckas Tepamus OTCYT-
crByet, 55% (n=61) manueHTOB peryiasapHO MPMHAMAIOT AHTUIMCTAMUHHBIE Ipenapartsl, 5% (n=5)
NAIMEHTOB PeryJaspHO IPUHNMAIOT IIIIOKOKOpTHKONAbL. IIpu Menuane HaGaroqenus B 37 mecsues (8—
137 mec) 11,8% manueHTOB OTMETHJIM IOSBJIEHNE HOBBIX a00, 58,8% — crabuimsanuro u 29,4% —
yIayJureHue COCTOSHUA. 3aKII0UeHHe: JeTCKHIl MaCTOIUTO3 SIBJISeTCS B 1eJI0OM JO0GPOKaYeCTBEHHBIM
3a6oJieBaHNeM, II03TOMY OCHOBHAA 3a/1aya Bpaya — MoAGOP CHMIITOMATHYECKOI Tepanun u obecrneye-
HHe KayecTBa JKM3HU peGeHKa.

Knrouesvle cnosa: nuzmeHmuas KPAnuSHUUA, MY4YHOKJLEMOUHbLIL Jellko3, 0emCcKuil Macmoyumos,
KOHCYJLbMAMUHAs NOMOULb, CUCTNEMHbLIL MACMOYUMO3.

Hum.: B.I'.ITomanenko, K.A. Ckopiokosa, E.B. Tucyxosa, d.I'. Boituenko, T.I'. Kyaubaba. Macmoyumos
y 0emeil: xapaxmepucmura epynnot 111 nayuenmos. Ileduampus. 2018; 97 (4): 135-140.
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Mastocytosis is a disease associated with excessive mast cells proliferation. The cause of this
disease development is still unclear. Given the rarity, variety of forms, and often benign course, the
disease often remains unrecognized. Differences in the course and prognosis of the disease in adults
and children make it necessary to view this disease separately. In this article, only mastocytosis
in children will be considered. Objective of the research: to present a brief review of literature
and epidemiological analysis of the Russian group of children with mastocytosis. Materials and
methods: to collect information, parents of children with mastocytosis were questioned through
social network. Second contact was preformed through second questionnaire, e-mail, telephone,
personal consultation. Results: data were obtained on 111 patients — 54 boys and 57 girls.The
median onset of the disease was 2 months (Q1 — 1, Q3 — 4 months). 87% (n=97) patients had
urticaria pigmentosa, 9% (n=10) had mastocytoma, and 4% (n=4) had diffuse mastocytosis. The
quality of life of most patients generally corresponds to healthy peers. The main complaints (in
descending order) are rashes, pruritus, hot flushes, abdominal pain, diarrhea, nausea and vomiting,
anaphylactoid reactions. 40% of patients (n=45) do not have systematic therapy, 55% (n=61)
of patients regularly take antihistamines, 5% (n=>5) of patients regularly take glucocorticoids.
With a median follow-up of 37 months (8—137 months), 11,8% of patients noted new symptoms,
58,8% — stabilization and 29,4% — improvement of their condition. Conclusion: child mastocytosis
is generally a benign disease, so the main task of the doctor is to select symptomatic therapy and
ensure the quality of life of the child.

Keywords: urticaria pigmentosa, mast cell leucosis, mastocytosis in children, counseling, systemic
mastocytosis.

Quote: V.G. Potapenko, K.A. Skoryukova, Y.V. Lisukova, E.G. Boychenko, T.G. Kulibaba. M astocytosis
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MacroruTos — 3a00eBanne, CBI3aHHOE C N30bI-
TOUHOU IIpoJsudepamnueil TYYHBIX KJIETOK. Bompoc
0 IPUUYMHAX Pa3BUTUS 3a00JIeBaHUS B HACTOSIIEe
BPEMs OCTaeTCsI OTKPBIThIM. VI3-3a peaKOCTH, MHO-
rooopasus (opM, a TaKiKe TOOPOKAUECTBEHHOTO
TeueHUs 3a00JIeBaHNE 3aYacTyI0 OCTaeTCs Hepac-
IMOBHAHHBIM. YacToTa BCTPEUYAEMOCTH [AOCTHUTAeT
1:10 000 macenenusa [1]. Cuuraercs, 4TO y B3pOC-
JILIX — BTO OMyXO0JieBoe 3aboJieBaHUE C MHOTOJIET-
HUM, OOBIYHO [JOOPOKAUECTBEHHBIM TeUeHUeM.
Y nmereii MacTOIMTO3 ABJSETCA CJIEICTBHEM, HaU-
0ojiee BEPOSTHO, TPAH3UTOPHOTO HAPYIIEHUSA
«IMMYHHOT'O OPKECTpa», II09TOMY OOJIe3HBL UaIe
perpeccupyeT B TeueHHe HeCKOJbKUX JeT [2].

Y GosibIIMHCTBA HAIlEHTOB 3a00J/IeBaHLe IMeeT
IOoOpPOKAaUeCTBEeHHOE TeueHle, He TpeOyiollee Meau-
KaMeHTO3HOIr'0 JeueHUs. AKTyaJbHBIMH OCTAIOT-
Ccs1 BOMPOCHI AMATHOCTUKY MACTOI[MTO3a BpadaMu
IIEPBUYHOTO 3BeHA U OKa3aHue KOHCYJIbTaTHUBHONI
IIOMOIIIH.

Teuenue, Tporuos3 3abojieBAaHUSA Y B3POCJIBIX U
meTeit pasauualTcsa. B JaHHON cTaThe pacCcMaTpu-
BaeTCs MaCTOIIUTO3 y JEeTe.

Ilenp wmcciemoBaHUA: TPEACTABUTH KPATKUNA
0030p JUTEepPaTypPhl U SIUAEMUOJOTNUECKUA aHAIN3
POCCUMCKOM I'PYIIILI JeTeN ¢ MACTOIIUTO30M.

Obwaa xapakxmepucmuka u Kiaccuurayus
macmoyumo3sa. MacTonuros — 00Jie3Hb HaKOILJIe-
HUSA TYYHBIX KJETOK. TyduHble KJIETKU Yallle BCero
BCTPEUAIOTCS B COeIMHUTEIbHON TKaHu. B passutuu
MACTOIIMTO3a BeAYIIYIO POJIb UTPAET COMAaTUYECKAsd
myTanusa reia KIT, 4To IPUBOAUT K HaPYIIIEHUIO
paboTsl TpancMeMOpaHHOro KuHasHoro KIT-6eaka.
B pesysibTaTe yBeIMUMBAETCS KOJUUYECTBO TYUHBIX
KJIETOK U Hapyilaerca ux padora. Ilomumo Bams-
HUA Ha TyYHBIE KJIeTKu, mytanusa KIT npuBogut K
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in children: characteristic of a group of 111 patients. Pediatria. 2018; 97 (4 ): 135-140.

HapyIIeHuo paboThl KJJeTok Kaxays B KUIIEUHU-
Ke, a TaKiKe MeJIAHOIIMTOB. BBICOKAas aKTUBHOCTH
MeJIAHOIMTOB OOHAPY!KMBAETCA TUIWUUYHBIMU TIUT-
MEHTHBIMY BBICBHITIAHUAMU y MHOTHX IIaIlIEHTOB
[3]. PesysnbTaTom nu30bITOUHON aKTUBHOCTH TYUHBIX
KJIETOK SABJISETCS IIOCTOSHHBIN BRIOPOC MEeIUATOPOB
BOCHIAJIEHNUA, IPOAYKTOB JKUPOBOTO OOMeHa, I[UTO-
KUHOB. [[eficTBUA OCHOBHBIX HPOAYKTOB TYUHBIX
KJIETOK CyMMUPOBaHbI B Taba. 1 [4].

CoBpemMenHasaA KJjaccuuKanua MacTOIUTO3a,
npuuarasg BO3 B 2016 r., npexacraBieHa B Tabia. 2
[5]-

Cucremubie (GOPMBI MACTOIIMTO3a BCTPEUAIOTCS
B OCHOBHOM Yy B3POCJIBIX, B OTJHYNE OT KOKHBIX
¢dopMm, KoTOpbIe HanbOJIee TUIINYHBI IJI JeTeli.

HaubGosiee uacTto y meTeill BcTpedyaeTcsa IIHUT-
MeHTHaA KpanuBHHUIA. IIpu JaHHOM THUIIE BBICHI-
MaHuA MOTYT UMEThb HOJUMOP(HBINA XapaKTep B
BUE IIATeH, MaIyJ, Be3UKYJI, BOJIbIpeit, OJAIIeK
KpPacHO-KOPUYHEBOTO IIBEeTA, V PEIKUX TAIleHTOB
BBICHIIIAHUSA UMEIOT OyJIe3ublil Buj. IIpu comurap-
HOM MAacCTOIIUTOME 00pa3yITC IIJIOTHBIE Y3eJIKOBLIE
BBICHITTAHUS TEMHO-KOPUYHEBOTO IIBETA. JJIEMEHTHI
MOTYT OBITh KaK OJJMHOYHBIMHU, TaK U MHOKECTBEH-
HbIMU. [uddys3HBI KOMKHBIA MAaCTOIIMTO3 — HaM-
6osee TsaKenaas popMa KOKHOTO MACTOIIMTO3a, TP
KOTOPOM TPOWCXOAUT YTOJIIeHNE KOXKU, BILJIOTH
IO CHUMIITOMAa ameJbCUHOBON KopKu. [yisg Tpas-
MHUPOBAHHON KOXKU Ipu AU(PGY3HOM MaCTOIHUTO3E
TUIIUYHLI 00pasoBaHue My3bIpeil 1 5pO3UpPOBaHUeE.

Huaznocmura macmoyumosa. Ilaroraomo-
HUYHBIM JJId MACTOIIUTO3a SABJIAETCA CUMIITOM
«BOCIJIAMEHEHUA», WJIU cUMITOM ¥ HHBI-Iapbe,
Ipu KOTOPOM TpPeHUEe MATEH MPUBOAUT K OBICTPO-
MYy Pa3BUTHUIO JOKAJbLHOTO OTeKa, IMOKPaCHeHUd,
C TIOCJIeAVIOINMM PEerpeccoM B TeUeHUe HECKOJb-
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Tabauua 1

IIpogyKTHI TYYHBIX KJIETOK U UX HeliCTBUE

Menuatopsi rpanya

Idbdexr

T'ucramuu

3y, TOBBINIEHHAS COCYAUCTAS IPOHUIAeMOCTh, OPOHXOKOHCTPUKIUS,
JKeJIyIouHAas TUIIePCeKPerius

Tenapun

MecTHas AHTHUKOATYJIAIUA

Tpunrasa u Ipyrue IpoTeassl

Herpamanus COEINHUTEIbHON TKAHU, PA3PyIIIeHNe KOCTHON TKAaHNI

IIpousBogHEIE JKUPOB

NKOTPUEHBI
Jleiikorpue OPOHXOKOHCTPUKIIUS

IToBeIIeHTE cocan/ICToﬁ IIPOHUITaEMOCTH, BABOKOHCTPUKI A 1 Ba3dogujaaTanusd,

IIpocraraasaus Dy

Basoaunaranusa, OpOHXOKOHCTPUKITUSA

DdaxTop aKTUBAIUYU TPOMOOIIUTOB
OPOHXOKOHCTPUKI[US

IloBBIIEeHME COCYAMCTON MPOHUIIAEMOCTH, Ba30AUIATAIIUSA,

ITuTOKMHBI

DaxTop HEKPO3a OIMYyXOJIHU O

AKTUBaNUs KJIETOK 9HJOTEJINS, CIab0CTh, KAXEKCUs

PakrTOp pocTa OIyxXoau f3

Dubpo3 mOopaKeHHOro opraHa

Nurepiaeiikun 3

CTuMyJIAIMsa KPOBETBOPEHU S

Nurepneiikuu 5 os3uHODUINA
WNurepieiikus 16 JIlumdonmros
Tabauua 2 OpHoI 13 3a7a4 00CJIefOBAHUS SBJISIETCS UCKJIIIOUe-

Kaaccudpuranua macrounurosa (BO3, 2016)

e [TurmenTHasa KpaIlluBHUILA

KoxubIit o [Tupys3HbIN KOIKHBINA
MAaCTOI[UTO3 MacCTOI[UTO3
e MacToruTomMma KO
e Nunonenrusiin CM
e Tieroruit CM
C . e CM, acconuupoBaHHBIN
MCTEMHBII

C reMaTOJOTUUECKUM
HOBOOODAa3oBaHUEM

e ArpeccuBusnriit CM

e TyUYHOKJIETOUHBIN JIEKO3

macroruTos (CM)

Ty4YHOKJIETOUHASA
caproma

KX YacoB. I[pyI‘I/IMI/I TUIINYHBIMU KJINMHUYECKUMU
TMPOSABJIEHUAMU MACTOIIMTO3a CUUTAIOTCA KOYKHBIN
3yH, OINyIlleHWe «IPUIUBOB», nuapes. Hawumbosee
TAKEJBIMHU TPOSBICHUAMU MAaCTOIIUTO3a, KOTOPHIE
MOTYT Pa3BUBATLCSA IPU MACCUBHOM BBIODPOCE ITUTO-
KMHOB (BCJEACTBUE AETPAHYJAINNN TYYHBIX KJe-
TOK), ABJAIOTCA STU30bI TUIOTEH3UU, BILJIOTH IO
pasBuUTUSA aHAPUIAKTUIECKOTO IIIOKA I CMEPTHU.
JdumarsocTupyoT MAacTOIIUTO3 Ha OCHOBA-
HUM TUIWYHOU chINU, cuMmiToma ¥YHHa—I[apse.
IToaTBep:kIaeT IMATHO3 TUCTOJOTUYECKOE UCCIEI0-
BaHUE KOXXHU, XOTSA OTCYTCTBUE UHPUIbTPALIUU Tyd-
HBIMHM KJETKaMH! He HCKJIJYaeT mMacToiumTosa [6].

HUEe CUCTEMHOTO MAaCTOIIUTO3a, AJIA UYero MCIIOJIb3y-
ot kpurepuu BO3 (Tabi. 3).

YT0o6BI YCTAHOBUTH [AUATHO3 «CHUCTEMHBIN
MAacCTOIIMTO3», HEOOXOAMMO HAWTU COOTBETCTBUE
OHOMY OOJIBITIOMY ¥ OJHOM MAJIOMY KPUTEPUIO NI
COOTBETCTBUE 3 MaJIbIM Kpurepuam [ 7].

Jeuwenue macmoyumosa. [leTCKuii MacTOIIUTO3
— 3abosieBaHUe, CKJIOHHOE K CIOHTAHHOMY perpeccy.
Tax, mo manubiM Azano, HaOaomasimero 67 mereit
¢ NUIMEHTHON KpamuBHUIEH, 83,7% manueHTOB
TMOYYBCTBOBAJM 3HAUMMOE YJIYUIIIeHUEe B TeueHUe
rojla TOCJie YCTaHOBJEHUA auarHosda. B 1emom y
TOJIOBUHBLI TAIlMEeHTOB K IIOJAPOCTKOBOMY BO3pa-
cTy 00JIe3HBb IIOJTHOCTHIO perpeccumpoBajia CaMo-
CTOATENLHO, V OCTAJbHBIX HACTYIUJO 3HAUUMOE
yayuierue [2]. YuuTbiBad OJarONPUATHBIA IIPO-
THO3, OCHOBHBIMU 3aJjlauyaMu HaOJI0Ja0Iero Bpaya
SABJAIOTCA TOA00D CUMIITOMATHUUYECKONW Tepanmuu u
nH(GOPMUPOBaHNE POAHBIX pPeOeHKa O Mepax IIo
npouIaKTUKE W AeHCTBUAX IIPU PA3BUTUU CUMII-
TOMOB MAacCTOITTO34.

K daxTopam, KoTOpble IPOBOIUPYIOT PEAKIIHAIO
IerpaHyJaaIluy TYYHBIX KJIETOK, OTHOCSTCA HEKO-
TOphIe JIeKapCTBEeHHBIe mpernapaTbl. K Takum mpe-
maparaM OTHOCATCS B T.Y. aCIIUPUH, HEKOTOPHIE
HecTepOuJHbIe TPOTUBOBOCIIAJIUTEIbHBIE CPEICTBA,
omuaThl, aTPONWH, HOBOKawmH u ap. [6]. OmHakro

Tabruuya 3

Kpurepuu nuarunoza CM

Bosbmoit kpurepuit

Hanuuve nHQUIBTPATOB TYUYHBIX KJIETOK (60see 15 KJIETOK) C ITOJIOMKUTEIBLHON peaKkIuei Ha
TPUIITA3Y, BHIABJIEHHBIE B KOCTHOM MO3Ie V/UJK JPYTUX OPraHaX U TKAHSAX, KPOMe KOXKHU

Hanuuwne >25% BepeTeHOBUAHBIX ATUIUYHBIX TYUHBIX KJIETOK WU >25% He3peJIbIX TYUHBIX
KJIETOK B OMOIITaTaX KOCTHOTO MO3Ta U/UJIKU APYTUX OpPraHax U TKaHAX

¢ sxcupeccueit CD25+ u/uau CD2+

Brisasienue TYYHBIX KJIETOK B KOCTHOM MO3Ir'e¢, KPOBU UJIX APYI'UX BHEKOMHbBIX OpraHax

Mautsre kpuTepunu

BroisiBiieHMe aKTUBAIMOHHON ToueuHo myTaiiuu B 816 Komoune rena KIT B KpoBH,
KOCTHOM MO3T€ UJIU APYTIOM OpraHe, 3a NCKJIIOUYEHUEM KOXKU

VYPpoBeHB TPUNITABEI B CBIBOPOTKE KPOBU >20 HI/MJI
He ucnonbayeTcs, eciu JOKa3aHo HaIWYVe IPYTOro KIOHAIHHOI'O MUEJIOUJHOI'0 PACCTPOMCTBA
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CTPOTUX IPOTHUBOMOKA3AHUN K IPUMEHEHUIO TeX
WUJIV UHBIX JeKapPCTBEHHBIX IIPerapaToB IPU MacTo-
IIUTO3€ HET, U BO3MOJKHO WX HCIIOJb30BaHUE IIPU
HOPMAaJILHOI TIEPeHOCUMOCTHU.

B KauecTBe OCHOBHBIX IIPEIapaToB AJIs CUMIITO-
MaTUYECKOr0 JIeUeHUA IPUMEHAIOT aHTUTUCTAMUH-
HBIE CPeICTBa 2-TO U 3-T0 MOKOJIeHU, cTabuIn3a-
TOPHI MeMOpaH TYYHBIX KJIETOK (KeToTudeH, Kpo-
MOTJMKAT HATPUs), MaJible A03bI IpPeIHU30JI0HA,
AHTUAENIPECCAHTHI C MPOTUBO3YAHBIM IeHCTBUEM.
HanHble mpenapaThbl SBAAIOTCA 3(POEKTUBHBIMU U
0e30ITaCHBIMU [IJIs AJUTEJIbHOTO, B T.Y. MHOTOJIET-
Hero npueMma [8, 9]. I3 HeMeAMKaMeHTO3HBIX CIIO-
cOo00OB Tepamnuy HEOOXOAMMO OTMETUTH COJHEUHBIH
cBeT. YabTpaduoeT 3a cuer anbpa-Qpakinuu, Ipo-
HUKas uepes3 KOKY, YMEHbLIIAaeT aKTUBHOCTb TyU-
HBIX KJIETOK, II09TOMY MHOTHE IMaIlMeHThl 0TMeua-
IOT yJIy4YIlleHe CaMOUYYBCTBUs, YMEHbIIIEHHE 3y[a
mmocJie ymepenHoro 3arapa [10].

HuTepecHo, 4YTO, HECMOTPA HA HEKOTOPHIE IIaTO-
reHeTUYECKUE MTapaJljiesn, YacTOTa aTOIUU Yy Iallu-
€HTOB C MUTMEHTHOU KpaluBHUIIEH TaKkas 'Ke, Kak
U B IOMYJAIMHU, IIO3TOMY AECeHCUOMIN3UPYIOias
Tepanus, TUIoAJLJIePreHHbIN OBIT U IPOYUe Mepo-
MPUATUA UMEIT KpaiiHe Maiyio s(OGeKTUBHOCTH
B mpodumjIaKTHKe IIPUCTYIOB MacTtommtoda [11].
MunuMaibHasg, HO HOCTATOUHAA JeKapCTBeHHAS
MOAMEP:KKa, IIPOCThie MepPhl MO NPOGUIAKTUKE
mpucTynoB (UCKJIIOUueHre (HaKTOPOB, BBI3BIBAIO-
IUX PEaKIINI0 AerpaHyJIsaIluN) Jal0T BO3SMOYKHOCTH
PebeHKY «IepeKUTh» 00Jie3Hb, obeclieunBasi MpPU-
emJieMOoe KauecTBO KU3HU.

MaTepHaJIBI 1 MeTOIbI HCCIeTOBAHUA

Husaiin uccnedosanus. JlanHoe wucciaegoOBaHUE
SABJSIETCSA MPOCIEKTUBHBIM W HabuaiogateabHbIiM. CO0OD
uHGOPMAIIUY OCYIIECTBJISINA C TOMOIIBIO COIMAIbHON
cetu «B KoHTakTe», a UMeHHO: rpynmnbl «MacTormuTos—
NUTrMEeHTHAs KpanmuBHHUIA». B mepuoj ¢ Hosabpa 2014
mo aBrycT 2017 rr. mpoBeJeHO aHKETUPOBAHUE POIUTE-
Jefi ¢ TOMOIIBIO CIEeIUaJbHO pPa3paboTaHHON aHKEeTHI.
IToBTOPHOE aHKETUPOBAHKE OCYIIECTBIIAIN IPU TTOMOIII
9JIEKTPOHHOI MOUYTHI, MO TesedOoHy, MPU JUYHONU KOH-
cyabTanuu. Bece pecrioHIEHTHI AaJiu COTJIacue Ha My6Jinm-
KaIiio pe3yJIbTaTOB UCCIEJOBAHUA.

Kpumepuu coomeéemcmeéusn. YcJIOBUA BKJIOUe-
HUA: eTu A0 18 JeT ¢ yCTaHOBJEHHBIM paHee AUATHO-
30M «MAacCTOIIUTO3». ¥CJIOBUSA HCKJIOUEHUSA: U3MEeHEHUe
OCHOBHOTO AuarHOo3a pebeHKa, jKesJlaHue 3aKOHHBIX IPe.-
cTaBuUTeNel pebeHKa BBIATU U3 UCCIEJOBAHUA.

Cmpyxkmypa ankemdvl. AHKeTHBIE JICTHI 3aII0JTHEHbI
POIUTENAMY AIeHTOB Ha OCHOBE yKaJyi00 pebeHKa 1 nMe-
OIUXCA MEIUIIMHCKUX JOKYMeHTOB. CTPYKTypa aHKeThI
BKJIIOUAJIa TMACIOPTHYIO YacTh C YKasaHWEeM I0Jia, BO3-
pacTta, JaThl POKAEHUs, CTPAHBI U TOPOAA MPOKUBAHUS,
KOHTAKTHBIX MNaHHBIX. KIWHWYecKas YacThb cojeprKajia
cJeayollie IaHHBIE: POCT, BeC, BO3pacT Ipu HedioTe
60JIe3HU U BpeMs IIOCTAHOBKH JUATHO3a, PETYJIAPHO IIPO-
BoAMMAasA Tepamus, (GOPMYJHUPOBKa AUATrHO3a, pacipe-
IeJieHre ChIMU, YPOBEHb TPUITA3HI KPOBU, BHITIOJHEHUE
OMOTICUY KOKU, HAJNYNE U CTeIIeHb BRIPA’KEHHOCTH TIepe-
YHUCJIEHHBIX CHUMIITOMOB (3yZ, CHINb, NMPUJUBHI, 6GOIU B
JKWBOTE, AMapesi, TOIIHOTA WJW PBOTA, aHAGUIAKCUA U
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Tabauua 4

Bo3spacr ge6roTa 3a60eBaHNA

Bospacr KoauuectBo | /[0osa mamueHTOB
NanueHToB, MeC NanueHTOB B rpynme, %

C poskaeHus 20 18,02

0-3 56 50,45

4-6 19 17,12

7-12 11 9,91
13-36 0 0

>37 3 2,7
HeussectHo 2 1,8
Hroro 111 100

Ip.). CTeneHb BHIPAKEHHOCTH CUMIITOMOB: GBLIO TIPE/JIO-
JKeHO OIIeHUTH II0 YaCTOTe IPOsSBIeHUl (A — eKeIHEeBHO;
B — exxenemenbHO U peske, ueMm 1 pas B aeHb; C — exe-
MecsUHO W peike, ueMm 1 pas B Hezmendto; D — peike, uem 1
pas B MecsII) U 110 CTelleHu BbhIpaskeHHocTH (1 — mpoxoauT
caMo, 2 — TpebyeTcs IprUeM aHTUTUCTAMUHHBIX CPEJCTB,
3 — TpebyeTcs MpHUeM TIIOKOPTHUKOUAOB, 4 — Tpebyercs
BBeJieHNe aJpeHannHa). [IpefiosKeHO OIeHUTh BIAUSHUE
HamboJsiee YacTbIX (PAKTOPOB, MPOBOIUPYIOIUX TPUCTYII
MacTonuTos3a (ropsuas WJIM XOJOAHAs BOJa, BaKI[UHA-
1us, mpope3biBaHme 3y00OB, JEeKapCTBEHHBIE CPEICTBA,
¢usnuecKue AeficTBUSA, 9MOIUU, APYTUE, CIO0KHO BBIJE-
JUTH IPUUNHY).

PesyabraTst

B wmccaegosanme Obliu BKJIoueHbl 111 mamm-
eHTOB (54 manbuuka u 57 geBouek) us PP u crpaH
OMM)KHEro 3apyoOeskbs B Bo3pacTe oT 3 mec g0 17
ner. MenmaHna Hauajia 3abojieBaHWsS cocTaBuiaa 2
mec (Q1 — 1 mec, Q3 — 4 mec). B Tabx. 4 yKasausl
BO3PACT MMAI[MeHTOB Ipu AebioTe 3a00eBaHUA.

HawubGosee uacThIM BapuaHTOM MaCTOI[HATO-
3a OKasaJjlach NUTMEHTHas KpalnuBHUIIA, KOoTopas
Onlia aumarHoctupoBaHa y 86 (89%) maimueHTOB,
B T.4. y 3 gmereil ¢ Oynnesnoir ¢opmoii. Ilmaraos
«MacromuToMa» 0bLI yeramoBaeH v 10 (9%), aud-
(dysHbII MacTouTo3 — y ofgHOro (<1% ), Ty4HOKJIe-
TOYHBIN JIeHK03 — y omHOTO pedenka (<1%), y 16
IeTeil BapraHT MacTOIIMTO3a He YTOUHEH.

Jduarsos «MacTOIUTO3» OBLI YCTAHOBJEH HAa
OCHOBAHUM THUCTOJIOTMYECKON KapTWHBI OMomTara
Koxkuy 15 (14% ) nereii. ¥ 95 (84% ) peGenka pera-
OIMMU TPU3HAKAMU, MOATBEPAUBIINMU IUATHO3,
OBLJIO O0HAPYKeHNe TUITNYHOI CHIIYA B COUETAHUU C
cumnromom YHHBI-/lapbe. ¥ omHOro pebeHka nma-
THO3 OBIJI ITOCTABJIEH HAa OCHOBAHUY ITOBBIIIIEHHOTO
colep:KaHus TUCTaMUHA B Moue. Y OJHOTO IIallu-
eHTa OBLT YCTAHOBJIEH NUATHO3 «TYYHOKJIETOUHBIN
JIeK03» Ha OCHOBAHWU ITUTOJOTUUYECKON KapTUHBI
KOCTHOTO MO03ra, UMMYHO(G)EeHOTUIINPOBAHUA MOHO-
HYKJI€eapOB KOCTHOT'O MO3Ta C XapaKTePHBIM IIPO-
(hunem sxcupeccuu aHTUTEHOB, TATOMOPGOJIOTHYE-
CKOT'0 M UMMYHOTHCTOXUMUUYECKOTO KUCCJIeT0BaAHUIT
6uonTara JAUMMATUUYECKOTO y3Ja U TPEmaHoOMOIl-
TaTa KOCTHOI'O MO3ra, a TaK:Ke KpaiiHe BBICOKOTO
ypoBHA TpunTass! (1200 MKr/ ).

Menmana ypoBHsA TpuUNOTasbl KpoBu (18 maru-
enToB) cocrasuiaa 6,09 mxr/n (Q1 — 4,1, Q3 — 18,4
MKT/JI).
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Puc. 2. Tepanus nanmesToB ¢ MaCTOIUTO30M.
TKC — rimokokoptukocrepoubl, AI' — aHTUrncraMuHHbIE IIpe-
maparhl.

Hawubosiee yacTbIM CHMIITOMOM MAaCTOI[UTO3a
OKAa3aJINCh BLICBIIIAHUA, MEHSIOIITUECs IPU TPeHUH,
maave, KymaHuu, QU3NUECKO NI SMOIIMOHAIBHOMN
Harpyske. dacTtora CUMITOMOB W Tepamus IIpen-
cTaBJIeHBI Ha puc. 1.

IToTpebHOCTE B pPeryjasipHOM IIpHeMe IIperapa-
TOB oTMeueHa y 67 (64% ) mereii. OCHOBHBIMHU IIpe-
mapaTaMu SBJAIOTCSA aHTUTUCTAMUHHbBIE WU COUe-
TaHWe AHTUTUCTAMUHHBIX U APYTUX IIpernapaToB
(TJIIOKOPTUKOUIOB, CTA0OUIN3aTOPOB MeMOpaH Tyu-
HBIX KJIeTOK). OH NaIueHT B CBA3U C YCTAHOBJIEH-
HBIM IMATHO30M «TYUHOKJIETOUHBIN JIETK03» II0JIY-
yajg XUMHUOTepanuio KJjaapudbmuom. IIpoBomumoe
JleueHue IIpeCcTaBJIeHo Ha puc. 2.

IIpu moBTOPHOM OIpoce poxuTeseii (56 pecmoH-
IEeHTOB) BbIABJIEHO, uTo y 30,3% mereit (n=17)
OoTMeUaeTcs TEeHAEHIUA K PasperieHuio MacTOI[U-
To3a. ¥ 58,9% (n=33) ormeuaercsa crabuimsamus
mporecca, a y 10,8% (n=6) mosaABuUINCH HOBBIE
sKayio0sl. Menmana HaOIIOAeHUA cocTaBuiaa 37 mMec
(8—137 mec).

B paMKax OIeHKH yAOBJIE€TBOPEHHOCTHIO MEIM-
IIMHCKOI IIOMOIIBIO PpECIOHIeHTaM ObLI 3amaH
Bompoc: «HackoabKo HaOJIOmalonnii pedeHKa JTOK-
TOP OPHEHTHPYEeTCA B BOIPOCAX AUATHOCTUKU U
JeyeHUsA MmacroruTosa?» Ilo MHEeHUIO PECIIOHIEHTOB,
63,8% Bpauell MpaKTUUYECKU HE OPUEHTHUPYIOTCS
B Bompoce, 23,2% HUMeIT OTPBIBOUHBIE CBEIeHMI,
13% mOKTOPOB MMEIOT CUCTeMATUYECKUEe 3HAHUA.

O6cy:xmeHne

MacrouTos — MajJou3y4YyeHHOe 3a0ojieBaHUe C
01arONIPUATHBIM NPOrHO30M. Ilo mpuumHe HE0O0Ib-
II10¥ BCTPEUAEMOCTH UATHOCTUKA U JIeUeHUe YaCTO
3aTpyaHeHbl. [IpoBefeHHOEe ucciiefoBaHUE SIBJIS-
eTcs mepBbIM B Poccuu, ONMUCHIBAIOIIUM KPYITHYIO
rpynny manueHTos 111 uenoBex.

JuarHocTuka KOMKHOTO MAacCTOIUTO3a y 00Jb-
IIIUHCTBA MAI[eHTOB B HAIIIEeM UCCJEeI0BAHUU OCHO-
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BbIBaJIaCh Ha KJIWHUUYECKUX NAHHBIX, BU3YaJIbLHOM
0CMOTpE, IIOJIOKUTEJILHOM cuMIIToOMe ¥ HHbI—[[aphe.
T'ucronmoruueckoe wucciaegoBaHue BBINOJHEHO ¥
OOJBIIMHCTBA MAI[UEHTOB C TSKEJbIM TeueHHeM
macroruTo3a. Hambosee BEPOSTHO 3TO CBSA3aHO C
OrPAaHMUYEHHBIMU TEXHUYECKUMU BO3MOYKHOCTAMU,
HUBKOM MOTPEeOHOCTHIO B TEpaluu U ¢ HJOOpoKaue-
CTBEHHBIM TeUEeHUEM IIPOIlecca B I[eJIOM.

IIpoBeneHHOE KCCIeN0BaHNE TOATBEPANIIO, UTO
caMoii yacToi (pOpMOIi JeTCKOT0 MaCTOIIUTO3a SIBJISA-
eTcsl MAUTMeHTHasA KpanuBHUIA. TyJYHOKJIETOUHBII
JeHKO03 ABJIAETCA UYPEe3BbIUANHO PEIKUM BapuaH-
TOM MAaCTOIIMTO3a C YaCTOTOI BCTPEUAEMOCTH MeHee
0,01% [12]. IIpakTuyecku y BceX IaIMEHTOB
(95,5% ) 3aboseBaHue Ne0IOTUPOBAJIO B BO3pACTe 10
roga. Pauuuii neboT ABIAETCS OTHOCUTEJILHO OJa-
TONIPUATHBIM (PAKTOPOM CaAMOCTOATEJIHLHOTO perpec-
ca 3abosieBaHus. [Ioxo:Kue pe3yabTaThl MOJYUYEHBI
u B Apyrux paborax. Tak, nmpu mosBienun 3aboJie-
BaHUs B Bo3pacTte 10 jieT BEPOATHOCTD CIIOHTAHHOTO
perpecca ymensbInaercs [12].

B cBsA3U ¢ 6arOnpPUATHBIM IPOTHO30M TIOAGOD
CUMIITOMATHUYECKOH Tepamuu AacT BO3MOKHOCTH
«IIepeKUTh» 00JIe3Hb, O0ecleuuB HOPMAJIbHOE
KauyecTBO KM3HU pebeHKY. Ilo MaHHBIM HAIIETo
uccaefOBaHUs, 3HAUUTEJbHAsd 4YacThb IAI[UEeHTOB
(39,5%) He Hy:KJaeTcd B IIOCTOAHHOM Tepanuu, a
MIPpUMePHO IoJIoBUHe marnueHToB (56%) mocraTou-
HO PeryJspHOTO IIprUeMa TOJbKO aHTUTUCTAMUH-
HBIX IIpernapaTroB. I[lo HAIIUM JaHHBIM, TAIUEHTHI C
TaKeapiMu popmamu (0ysiesHas opMa MUTMEHT-
HOMl KpanmumBHUILI, AUGMQY3HBIH MacTOIIUTO3, TyU-
HOKJIETOUHBIN JIEHKO03), TpeOyIlue peryJspHOro
mpreMa TJIIOKOKOPTHUKOUAOB, COCTABJIAIOT He OoJiee
5% oT Bcex maIyeHTOB ¢ MacTOIMTO30M. IIpu sTOM
cjeyeT y4ecTb BJIUAHUE METOAUKYU HCCJIeJOBAHUS
Ha IOoJIyUeHUe CTATUCTUYEeCKUX JaHHbIX. IHTEepHeT-
aKTUBHOCTL POAUTesell ¢ 6ojee TsAKeJIBIMU (DOP-
MaMu 3a00JieBaHUSA BBIMIE, IIOITOMY MOXKHO IIpes-
MMOJIOKUTh, UTO IO MepPe yBeIUUYeHUs YMCIEHHOCTHU
TPYINBI YaeJIbHBIN BeCc MAIlMeHTOB ¢ 0oJiee JIETKUM
TeYeHHeM MaCTOIIMTO3a OYAeT MOBBIIIIAThCA.

IIpu aHanmuse TeueHUs 3a00JE€BAHUSA YCTAHOB-
JIeHO, 4YTO0 y 1/ manmeHTOB oTMedYaeTcd IIOJIOKU-
TeJbHAA JUHAMUKA — YMeHbIlleHue KaJo0, y 11,8%
CUMIITOMBl YCUJUJINCHL WJU HIOSBUJNCH HOBBIE.
ITosiByieHMe HOBBIX Kaji00 U perpecc CTapbiX ABJA-
IOTCA MPU3HAKAMU 3aKOHOMEDPHOTO TeUeHUA MaCTO-
muTo3a. B 1esioM ImoJIyueHHbIEe JaHHBbIE, HECMOTPS
HaA OTCYTCTBHE OUYHOTO KOHTAKTa C OOJILIIIMHCTBOM
IeTeil, 10 COOTHOIIIEHUIO (hopPM, Tepanuu U TeUYEHUIO
00JIe3HU COOTBETCTBYIOT HAHHBIM APYTHUX KCCJIENO-
BaTeJbCcKUX rpymnm [12].

ITomasisromniee GOJBININHCTBO JeTel W3 HaIllei
TPYINIBI UMEIOT Jerkue ()OpMbl MaCTOIIMTO3a, M09~
TOMY IPaBUJIbHO MOAOOpaHHAS TepPalus II03BOJISIET
BecTU peGeHKY NPUBBIUHBIN 00pa3 :KU3HU, PA3BUBA-
sick BMecTe co cBepcTHUKaMu. C Apyroi CTOPOHBI,
mpu obpareHuu pebeHKa K CTOMATOJIOTY, IIPU BaK-
IUHAIIAY U 110 IPOYNM IIOBOJAM HEOOXOAMMBI COOT-
BETCTBYIOIIIME MEPbI AJIsI YMEHBbIITeHUS PUCKA TAMXKe-
JIBIX TIPOSABJIEHUI MacTOIUTO3a (B IIEPBYIO OUepeb,
aHaduIaKTOUIHON peakiuu). Kpome TOro, MHO-
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JKeCTBO BOIIPOCOB ObITA, IUTAHUSA, BaKIMHAIIWH,
JIETHETO OT[JbIXa TPEOYIOT YEeTKOro OTBeTa HabJIo-
[aIoIIero Bpaya, MOJTOMY JEeTAM C MAaCTOIMTO30M
yale, 4YeM MeJUKaMeHTO3Has IIOMOIIb Tpedyercs
KOHCYJIbTATUBHA.

ITouck mHOMOpPMAIUK O MACTOIMTO3€, KaK U O
IPYTUX PeNKuX 3a60JeBaHUAX, 3aYACTYIO OTDaHU-
YeH HEeOOJIBIINM KOJUUYECTBOM IIyOJIMKAIUI, I103-
TOMY, KaK IIOKa3aji0 Hallle HCCJIeNOBaHUE, Ha'Ke
IpUHVUMAA BO BHUMAaHNUE BO3MOKHOE IIpeyBeIunyde-
HUe U CyObeKTMBU3M MHEHWHs pojuTteseii, 6oJsee
TIOJIOBUHBI Bpaueil He OPUEHTHUPYIOTCA B BOIPO-
cax JIeYeHUs MacTOIIUTO3a U cuenuduKke OKa3aHUA
MeIUIIMHCKOM IIOMOIIM IIallMeHTaM C MAaCTOI[UTO-
3oM. PacmupeHuio 3HaHWI JOKTOPOB U NAIIUEHTOB
CIIOCOOCTBYIOT JIEKITUU U IYOJIUKAIUA CIIeI[UaTN3U-
POBAHHBIX MaTePUAJIOB JJIA JOKTOPOB U /WU Mallu-
€HTOB, UTO ABJAETCA OOBIUHOM MPAKTUKOI IIOMOIIA
manyeHTaM ¢ PeJKUMU 3a0ojieBaHUAMY. B paMKax
IIPOBeZIeHHOI paboTh! Oblia OpTaHM30BaHa BCTpeUa
JOKTOPOB U TIAIIMEeHTOB, M3JaHa OpOIIiopa, IOCB-
mieHHasa macroruTosy [13, 14].

3akJaroueHue

MacromuTros y mereii daiiie BCero AeOIOTHUPY-
eT B paHHeM Boapacre. IIporuos GJaronpuUATHBIHN,
MMOCKOJBbKY [OEeTCKUIl MacTOIIUTO3, KaK IIPaBUJIO,
pasperiaeTcsa CaMOCTOSATeJIbHO. I[JIaBHBIM Ccpen-
CTBOM CHUMIOTOMATUYECKON TMOMOIIU SBJIAIOTCSA
aHTUTHUCTAMUHHBIE IIperapaThl. B cBA3U ¢ pegKo-
CThIO 3aboJsieBaHUA HE0O0XOAUMO WH(MOPMHUPOBATH
IOKTOPOB, MMAI[UEHTOB U UX POACTBEHHUKOB C I[eJIbIO
MOBBIIIIEHUS OCBEJJOMJIEHHOCTHA O MaCTOIIUTO3€e, €T0
TeUeHUU U MEeTOJaX TepaIuu.

Kongaukm unmepecos: agmopbl 3a36uiu 00 omcym-
CMeUU KOHPIUKMA UHMepPecos.

dunancuposanue: ucciedo8aHue He UMe0 COHCOD-
CcKoll no00eprHKuU.

Bnrazodaprocmov: agmops. npusHameJibHvL 6cem poou-
MmeJsim, NPUHABULUM Yiacmue 8 UcCled08aHULL.
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