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TAXEJNIOE TEYMEHUE KO)XXHOIO MACTOLIUTO3A Y PEBEHKA:

KJINMHWYECKOE HABJIIOAEHUE

KnioueBble cnoBa: Ty4Hble KNeTku, MacTouuTo3, NMrMeHTHas KpanueHuua, Tpuntasa, C-KIT
Keywords: mast cells, mastocytosis, urticaria pigmentosa, tryptase, C-KIT

Pe3iome. MactouuTo3 — 370 3aboneBaHWe cMCTEMbI KPOBY C HAKOMIEHUEM KNOHAMbHBIX TyYHbIX KNETOK B OfHOM WK
HEeCKOMbKMX OpraHax. Y AeTei Yalle Bcero nopaxaetcs koxa. OObI4HO NaLMeHTbI HYXAAIOTCS B MUHUMATbHOW CUMMTO-
MaTM4YecKoM Tepanuu, Tak Kak y nofaBnsiollero 6onbWMHCTBa U3 HIX 3aboneBaHWe perpeccupyeT camoCToSTENbHO
HEe3aBMUCMMO OT BbIPAKEHHOCTU KIMHWUYECKMX NPOSBNEHUI. B on1McaHHOM KNMHUYECKOM NpuMepe Y Manbyuka cpasy
nocie PoXAEHUS BO3HMKNA TsXKENas TUNUYHAs YPTUKapHas v Be3VKyNspHas CbiMb, a TaKXe eXe[HeBHO Habnoaanucy
rMCTaMUHOBbIE KPU3bl, 3ya 1 60nm B XmBoTe. OCHOBHbIMI NPOBOLWMPYOLWMMI hakTopamm Obinv nepenagsl Temnepa-
Typbl, Fopsiyas BOAA NPy KyrnaHum, SMOLMK, MPUEM FropsHen MULLK, TPEHUE OfEXAbl U OCTPbIE MHPEKLMOHHbIE 3abone-
BaHwusl. [pn 0b6cnenoBaHWM NPU3HAKOB arpeccBHOTO TEYEHUS MACTOLMTO3a He BbifiBNeHO. [pOBOAMNOCH CMMTOMATK-
YecKoe NleYeHne aHTUIMCTaMUHHBIMK NpenapaTaMu U KOPOTKMMU Kypcamm riioKoKopTuKocTepomaos. C 4 Mec Xn3HU
Havanacb NofoXuTeNbHas AMHAMMKA: UCHE3NN TUCTaMUHOBbIE KPM3bl, YMEHBLIMIUC CbiMb, 3yA, abaoMuHanbHas bonb
¥ CHM3UNach NoTpebHocTb B hapmakoTepanuu. B 2 roga 9 Mec pebeHok bbin paankansHO NpoonepupoBaH Mo Nosogy
octeobnactombl. [JocTUrHyTa CToMKas pemuccus. B HactosiLee Bpems COXpaHseTcs yMepeHHbIN KOXHbIN 3y, pebeHok
pacTeT 1 pa3BKBaeTCs MO BO3PACTY, aHTUIMCTaMUHHbIE NpenapaThl NPUHUMAET NnLWb 3nn3oauyecku. MpeactaBneHHoe
KNMHUYeCcKoe HabnofeHNe AEMOHCTPUPYET, YTO MacTOLMTO3 Y IETEM MOXET Pa3peLUnTbCs AaXKE NPU TAXKENOM TEYEHUM.

Summary. Mastocytosis is a disease of the blood system with the accumulation of clonal mast cells in one or more
organs. Patients usually need minimal symptomatic therapy, since in the vast majority of patients it regresses on
its own, regardless of the severity of manifestations. Case report: the disease was diagnosed in a boy after birth.
Masocytosis manifested with severe typical urticular and vesicular rash, daily hot flashes, itching, histamine crises,
itching, and abdominal pain. The main provoking factors were temperature changes, hot water, emotion, hot food
intake, rubbing of clothing, and acute infectious diseases. No signs of an aggressive course of mastocytosis were
found. Symptomatic treatment with antihistamines and short courses of glucocorticosteroids was carried out. The
disease started to resolve at 4 months: hot flashes were passed, abdominal pain, rash, itching and the need for
pharmacotherapy decreased. At 2 years and 9 months, the child was radically operated on for osteoblastoma. Re-
mission was achieved. Currently, moderate skin itching persists, the child grows and develops in age, takes antihis-
tamines only occasionally. Clinical observation demonstrates self-limited course of the disease even in severe cases.

[ns umtnpoBaHus: MotaneHko B.T., Tanbinos C.P. Taxenoe TeyeHne KOXHOTo MacTouuTo3a y pebeHka: knmHuyeckoe HabnogeHue // MpakTuka
nepmatpa. 2021. Ne 1. C. 47-52.

For citation: Potapenko V.G., Talypov S.R. Severe course of cutaneous mastocytosis in a child: clinical observation // Pediatrician's Practice.
2024;(1):47-52. (In Russ.)

BBEJLEHVE

MacTonuTo3 - K/I0HaTbHOe 3a60/1eBaHNe TYYHbIX KiIe-
TOK. Ero 4acrtora mocturaer 1 crydas Ha 10 ThIc. yero-
Bek [1]. Y B3poC/IbIX MaCTOILMTO3 Jallie BCETO IIPOTeKaeT
JUTUTENIbHO ¥ JOOPOKAYeCTBEHHO, a Y JieTeil, KaK MpaBy-
710, perpeccupyer B Te4eHNe HeCKOIbKIMX 7eT [1, 2].

Ty4nble KNeTKM B HOPMeE COLEp)KaTcsA B COENVHM-
TE/MbHOM TKaHM ¥ TPpomubepupyroT IOJ BIUAHNMEM

daxkTopa pocTa CTBONOBBIX KIETOK. AKTVMBUPYIOLINIL
CuUrHajI Iepefaetcs ¢ nomoupio penenrtopa KIT, 06-
NaJA0IIero TUPO3MHKMHA3HON aKTUBHOCTbIO. CoMa-
T4eckass Myranua B npotooHkoreHe KIT mpusoput
K aKTMBanuy MoneKynsl KIT-pelenTopa, 4To BefieT K
0eCKOHTPOJIbHOII Mpodepanyuy 1 M30bBITOYHOMY Ha-
KOIUIEHUIO TYYHBIX KileTokK. MyTtanuio B re"e c-KIT
nMeloT 1o 86% mereit ¢ macTonurosoMm [3]. ITommmo

'TbY3 «Topoackas KnuHuyeckas 6onbHuLa Ne 31», 1. CaHkT-MeTepbypr

2@rbY «HaumMoHamnbHbIN MeANLMHCKWIA UCCNEAOBATENbCKMUI LIEHTP AETCKON reMaToNorn, OHKONOMMM M UMMYHONOTM UM. AMUTpUs PorayeBan,
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TYYHBIX K1eToK, oT KIT-myTu Takke 3aBUCUT NPOIN-
(depauns MeIaHOLUTOB, YTO, BEPOSITHEE BCETO, BBI3bI-
BaeT TUIIMYHbIE IMTMEHTHbIE BBICBHITAHNA [4].

MacToiuro3 MOKeT NPOTeKaTb arpeccHBHO, OHA-
KO 3HAYNTETbHO Yallje HabIIaeTCs JOOpOKayeCTBEHHOe
TedeHe. YCTaHAB/IMBAIOT AMarHo3 MacTOLUTO3a I OIIpe-
JIeTISII0T €T0 BapVAHT U CTEIeHb arpeCcCUBHOCTY Ha OCHO-
BaHMY Kputepues Knaccudukaym BeceMupHoit opranu-
3anum 3fpaBooxpanenns (2022) (tabm. 1-3) [5, 6]. Uro6st
IVAaTHOCTMPOBATh arpecCMBHYI0 (POPMy MAaCTOLMTO3a,
HeoOXOAMMO Hammuye X0Ts1 661 ogHoro C-npusHaka.

Jlaxxe TIpy JOKa3aHHON KJIOHAJIBHOCTY arpeccuBHOE
Te4yeHMe MaCTOLMTO3a Y JeTeil, B OT/INYMe OT B3POC/IBIX,
BCTpevaeTcsa 4pe3BblYaiiHO penko [7]. Tem He meHee
PV arpeCCBHOM TeUeHUY MOAXON K LIUTOCTATUIECKO-
MY JIe4EeHMIO AeTell OCTAeTC TAKUM e, KaK Y B3pOC/IBIX.
I[Tpu BeI6Ope Tepanuy 60/bIIIOE 3HAYEHIIE IMEET Bapy-
anT MmyTtauuy reHa KIT. Ecmu myranus c-KIT D816V He
BBIsABJIEHA, TO 3¢ dexTuBeH umatnumuob (8, 9]. Ecmm my-
Tauus oOHapy>KeHa MU MMeeTCsI YCTOMYMBOCTD K MIMa-
TUHUOY, B Ka4eCTBE OCHOBHBIX IIPEIIapPAaTOB IIPYMEHSIOT
KIagpuouH u nHTepdepoH anbda ¢ MpUMepHO OfVHA-
KOBOJI 9()eKTUBHOCTBIO, COCTABIIAONIE 0KONIO 50 %
[10]. ¢ dexTVBHBI ¥ HOBbIe MHTUOUTOPBI TUPO3UHKU-
Ha3: aBanpuTUHMO M Mupoctaypus [11, 12]. B Hacro-
sillee BpeMsi eIMHCTBEHHBIM M3/IeYMBAIOIINM METOIOM
IPU3HAIOT a/UIOTEHHYI0 TPAHCIUIAHTAIMIO TeMOIIOITH-
YeCKMX CTBOJIOBBIX K/IETOK, OJJHAKO OIIBIT ee IpOBefie-
HIIA y JeTeli orpanndeH [13].

[Ipy MacTonMTO3e IOCTOSIHHO WM IIEPUOYECKNU
IPOVICXOANT PeaKIisl IeTPaHy/IALNH, T. €. BBIOPOC 6071b-
IIIOTO KOJIMYECTBA Pa3/IMIHBIX ITOKIMHOB 1 6MOIOrye-
CKJ aKTVBHBIX BEI[eCTB 13 IPAHY/I TYYHbIX KIeTOK. VIH-
TEHCMBHOCTD JIETPAHY/IALIVM OIIpefe/isieT pasHooOpasue
K/IMHNYECKMX CHMIITOMOB: OT OTCYTCTBUS Xamo6 0 BbI-
PaXXEHHOTO KOXXHOTO 3y/a, 61, aHaMIaKTOUIAHBIX pe-
aKumit, 607U B XXMBOTE C TIOTPEOHOCTHIO B €XKEIHEBHOI
¢dapmakorepanvyu [14]. IIpoBoypyoT BEIOPOC IIMTOKM-
HOB HEKOTOpBIe JIEKApCTBEHHBIE IIperaparhl, KylaHue,
THeperazibl HaCTPOeHMA U Apyrye npuauHsl [15]. OcHoB-
Hble TeyeOHbIe eVICTBIA HallpaB/IeHbl Ha TO, YTOOBI OC/Ia-
6uTh mpoBoLMpYoLINe (PAKTOPDI, YMEHBIINTD PEAKIINIO
JeTpaHy/IALVIM U HeIITPaIN30BaTh BIMsAHME TYCTAMVIHA.

B cBA3M ¢ TeM, 4TO IPOTHO3 P MACTOLUTO3E B Iie-
JIOM 6/IaTOIPYSATHBIN 1 Y GO/NBIINHCTBA MTALMEHTOB 3a-
OoneBaHMe perpeccupyeT CaMOCTOSTENIbHO, 3ajiadya
Jledallero Bpaya — YIy4YIIUTb Ka4ecTBO >KM3HU U obe-
CIIEYNTD IICUXONMOrNYecKuit koMmdopr pebenka u po-
AUTeNeil IO TOro, Kak 3aboneBaHue paspeumrcs. Kak
IPaBUJIO, 3TOTO MOXKHO JOCTUYb C IIOMOIIBI0 aHTUTY-
CTaMMHHBIX npenapartoB. [Ipu HemonHOM ux sddekre
106aB/IAIOT CTAOMIN3ATOPbI MeMOPaH TYYHBIX KJIETOK
(KpOMOI/IMKAT HAaTpuUsA) WIN JaXKe MIPOBOAAT KOPOTKYE
KyPCBI TIIOKOKOPTUKOU/OB [2, 15-19]. Tepanns o6bru-
HO IIePEeHOCUTCS YHOBIETBOPUTENbHO [20].
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[TpencraBisieM KIMHUYECKMIT IpUMeEp JTe4eHMs Ts-
JKeJIOTO MAacTOILNTO3a Y pebeHka B HanmoHampHOM Me-
AUIMHCKOM MCCTIeIOBATENbCKOM L[eHTpe [eTCKON Tre-
MAaTOJIOTYM, OHKOJIOTYM Y1 UMMYHOJIOTUY UM. JIMUTpus
PoraueBa. Panee B pamMkax pabOTBI II0 M3Y4EHMIO ITO-
ro 3abojieBaHMsI HaMy ObUIN OIyO/IMKOBAHbI OIMCAHMS
TPYIII OOTBHBIX B3POCIOTO U IETCKOTO BO3PAcCTa, a TaK-
JKe HayYHO-TIOMY/IsSIPHbIe PabOThI ISl MALIIEHTOB, B KO-
TOPBIX JJAHbI PEKOMEH/IALNN O TOM, KaK JIe/iCTBOBATh B
PasIMYHBIX CUTYanVsx [7, 16, 21-24].

MacTounTo3 OTHOCUTCS K PENKUM 3a00/TeBaHVISIM,
IO3TOMY OIMCAaHNe OTHEIbHBIX HAOMIONEHMII MMeeT
MPaKTUYECKNI MHTEpeC.

KJIIMHWYECKOE HABJIIOAEHUE
Manpumk N. popmica goHoumeHHBIM ¢ BecoM 3190 r,
IVHOM Tenma 51 cM, OKpY>XKHOCTbIO ronoBbl 33 cm. Ilpn
POX/IeHNN Ha KoXKe pebeHKa Obi1a nonnmMopdHast po3o-
BaTO-KpacHas ChIllb, B TOM 4MCTIe C 0Opa3oBaHMeM Iy-
3pipeit (puc. 1). Knmandecku guarHocTrpoBaH MOHO-
MOP]HBI TUI TUTMEHTHON KPaIIMBHULIBI.

IToMMMO THMNNMYHBIX KOXKHBIX M3MEHEHUI C IOJIO-
JKUTEIbHBIM CHMIITOMOM YHHBI — Jlapbe MacTOLMTO3
HPOSIB/IA/ICS TTOCTOSIHHBIM CUJIBHBIM 3Y[OM C IOTpe6-
HOCTBI0 B €XE€JHEBHOM IIpMeMe aHTUIMCTaMMUHHBIX
IpenaparoB. B TedeHMe NepBbIX 2 Hef, MOCIE POXKJe-
HUsA 1-2 pasa B ieHb y pe6eHKa CIIOHTaHHO BO3HVIKA/IN
TUCTaMUHOBBIE KpU3bI (pUC. 2), KOTOPbIE BBIPAXKA/INCh
BHE3aIIHbIM IIOKPAaCHEHMEM KOXXM, KPaTKOBPEMEHHBIM
MOSIBJIEHNEM ITy3bIpeli, HapacTaHMeM 3yHa, KPUKOM I
KpallHUM BO30Y)X[ieHUeM, IepexXoisaliuM B 0O0MOpoy-
Hoe cocTosiHue. [IIMTe/IbHOCTh KpU3a BapbMpoBaia OT
HECKOJIbKMX MMHYT [0 4Yaca. IIpm cunpbHOM mpucryme
OTMEeYa/lNCh XPUIIbl Ha BJOXE, OOVH pa3 IPUCTYI CO-
NIPOBOXXZIAJICSI OCTAHOBKOM JibIxaHMsA Ha 10-15 c.

Tabnuua 1. Knaccndbukaums mactoumTosa

KOXHbI MacToLMTO3:

¢ [lurmeHTHas KpanuBHMULA
MoHOoMOp®HbIN THN
NonumopdHbLIN TUM _

¢ [1nddy3HbIN KOXHBIN MaCcTOLMTO3

¢ Macrouutoma Koxm
MN3onnpoBaHHas
MHoxecTBeHHas

CucteMHbIM MacTouuTos (CM):

¢ MactounTos C U301MpPOBaHHLIM MOPAXEHNEM KOCTHOTO
Mo3ra

¢ [HponeHTHbIN CM

Tnetowmn CM

¢ CM c accouMmpoBaHHbIM remMaToNiorM4ecknm
HoBOODpa3oBaHueM

¢ ArpeccnBHbin CM

. {_y‘-IHOKJ'IETO‘-IHbIVI nemnkos

Y4HOKNIETOYHas capkoma
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Tabnuua 2. Kputepum AnMarHoCcTMkm CUCTEMHOMO MacToLMTO3a: Ana BepudmrKaLmMm anarHosa
HeobXxoAMMO Hannuyne DoNbLIOro M OJHOrO Manoro KpUTepua Unu 3 1 bonee Manbix KPUTEPUEB

MynbTudOoKanbHble MNOTHbIE MHPUALTPATBI, COCTOALLME U3 TYYHbIX KNETOK (=15 Ty4HbIX KNIETOK B Knacrepe),
oripegensieMble Ha Cpe3ax KOCTHOTO MO3ra U1 (M) Apyrvx OPraHoB', 3a UCKNIOYeHeM KOXM

bonbiwoin
Kputepui

>25 % BCexX Ty4HbIX KIETOK B Ma3kaxX KOCTHOTO MO3ra UMEIOT aTunuyHble Mopdonormyeckue Yeptsl (I vnu |l Tun)
1N BepeTeHOBUHYIO GOPMY B TYYHOKNETOYHbIX MH(UALTPaTax, 0OHapyXeHHbIX B Cpe3ax KOCTHOrO Mo3ra uiu
LPYrvX OpraHoB, 3a UCKNIIOYeHNEM KOXM

BLisiBNeHWe akTUBMpYIOLLLEN TO4EYHON MyTaLmMm kogoHa 816 (unu apyroro yyacrka) reHa ¢-KIT B KneTkax KOCTHO-
ro Mo3ra, KpOBM MW APYruX OpraHoB?, 33 UCKNIOYEHNEM KOXMU

Manble
Kputepum

Ty4Hble KNeTKM B KOCTHOM MO3re, KPOBW MNN APYrMX OopraHax, 3a UCKtoYeHneM KOXM, IKCNPeCccUpYoT OAMH UK
onee aHTUreHos: CD2, CD25 n CD303

KoHLeHTpauua TpunTasbl B CbIBOPOTKE KPOBM >20 Hr/m.
He yunTbiBaeTCs, €Cv BbIIBNEHO acCOLMMPOBaHHOE KNOHaNbHOE MUenonaHoe HoBoobpasosaHue.
Mpwv HacneacTBeHHOM anbdaTpUNTa3eMUM KOHLEHTPALMS TPUNTa3bl JOMXHa ObiTh CKOppeKTMpoBaHa*

!B cpe3ax TKaHu MopdonorMyeckme YepTbl TY4HbIX KNETOK aHaNM3UpYloTCs B KOMMNAKTHOM, AMddY3HOM UK cMeLlaHHOM Auddy3HO-KOM-
NaKTHOM Ty4HOKNETOYHOM UHPUNLTPaTe. BepeTeHoobpasHas hopma He cYMTaeTCs KpUTEPUEM CUCTEMHOIO MacTOLMTO3a, KOrAa Ty4Hble
KNeTKM pacronaraloTcs BAONb COCYA0B, XUPOBbIX KNETOK, HEPBHbIX KNETOK MW S3HAOCTaNbHOIO BbICTUNAIOLLENO KIETOYHOrO cos. B Maske
KOCTHOrO MO3ra aTunuyHasi Mopdonorus Ty4HbIX KNeTOK He CHUTAeTCs KpUTEPUEM CUCTEMHOTO MaCTOLMTO3a, eC/IN Ty4HbIe KNIETKU pacnosno-
XeHbl B YaCTULLAX KOCTHOFO MO3ra Uiu psifioM C HUMU.

2Jlio6on TMn myTaumu KIT cunTaeTcs ManbiM KpUTEPUEM, ECIN UMEIOTCS ONyONMKOoBaHHbIe yOeanTeNbHbIE JloKa3aTeNbCTBa ee TpaHChopMu-
pytOLLEro BANSHMUS.

33Kcnpeccust MOXeT BbITb NOATBEPXAEHA KaK C MOMOLLbIO UMMYHOFUCTOXMMUYECKOTO, TakK U C MOMOLLbIO UMMYHOLMTOMIIOOPUMETPUYECKO-
ro aHanusa.

4OnTUManbHBbIN CNocob KOPPEKTUPOBKM eLle NpeacTouT onpefenuTb. OAMH 13 cnocoboB - fieneHne 6a3oBoM KOHLEHTPALMK TPUNTa3bl HA
KOJIMYECTBO [OMONHUTENbHbIX KOMUI reHOB anbda-TpunTtassl ¢ fobaBneHnemM euHuLbl. Hanpumep, ecnm ypoBeHb TpunTasbl 30 HI/MA U Hal-
[EHO 2 LONONHMTENBHBIX KONWM FreHa Y NaLmMeHTa ¢ HacneACTBEHHON anbdhaTpunTaseMuert, To CKOpPEKTUPOBaHHas KOHLEHTpaLMs TpMnTa-

3bl OygeT paHa 10 Hr/mn (30/(2 + 1) = 10).

B BospacTe 3 Mec pebeHOK GBI TOBTOPHO 06CIEN0-
BaH. [Ipy rucronornyeckoM aHanyu3e KOXKU BbIABIEHBI
TUIINYHBIE JI1 MacTOLMTO3a M3MeHeHusA. OOHapyXeH
pacnpocTpaHeHHbI npomudepar, COCTOALNI Ipen-
MYILIECTBEHHO M3 K/IEeTOK C YacCTUYHO YAIMHEHHBIMMU
Pasapo6IeHHBIMM SAIPaMM, SKCIIPECCUPYIOLVIMU TPUII-
taszyu CD117. Okcnpeccun nanrepuna, CD1au S100 He
BbIsIB/IeHO. C IIOMOMUIbIO TIO/IMMEPa3HOoIl L[eMTHOM peak-
UM B OMONTaTe KOXKI BBIABIEeHAa MyTauys resa c-KIT
D816V. basanbHasa KOHLleHTpaLys TPUITa3bl B KPOBU
17,3 mxr/n (HopMa fo 11,4 Mkr/m). [JMarHo3 mUrMeHT-
HOJI KpaIVIBHUIIBI ObUI TOATBEPXK/IEH.

C paHHero fieTcTBa peOEHOK >Ka/lIOBa/ICA Ha 3IU30-
Audeckue 60 B )KMBOTE TAHYIIE-KOIOLIETO XapaKTe-
pa. Ilpucryn mmmnca 30-60 muH, 3amMeTHOrO 3ddekra
OT IIpMeMa JpOoTaBepyHa, HECTEPOUIHBIX IPOTUBOBOC-
HaINTENTbHBIX TIperapaToB He Habmoxanock. Ilpumepro
1 pa3 B Hefle/I0 BO3HUKA/IM HEMOTHBYMPOBAHHbIE 3MM30-
mpl poThl. Hapymenus cryna He 6bu10. IIpranabr 601
U PBOTBHI OPTaHMYECKOJ NPUPOAbI HE BbIABJIEHDI, XOTsA
9HOCKONMYECKUX UCC/IENOBAHNII HEe BBITIOMHANOCD.

JI71s1 OLleHKY arpecCUBHOCTY MacTOLUTO33a 1 CTETIeHN
OpPTraHHOTO BOBJIEYEHMA BbIIIOTHEHBI JOIOTHUTE/IbHbBIE
aHa/m3bl. KoHIeEHTpalusa reMOroOMHa, KOIMIECTBO
PETUKY/IOLMTOB, TPOMOOLMTOB, JIEIKOLUTOB C JIEIKO-

LUTapHO QOPMYIION, CKOPOCTb OCENAHNsS IPUTPOLINU-
TOB — B Ipefie/lax BO3PAcTHOM HOPMBI. MexyHapop-
HOe HOpPMa/IMI30BaHHOE OTHOIIEHYE, IPOTPOMONHOBOE I
TPOMOOIUIACTUHOBOE BpeMsI, KOHLIEHTpalus Ka/us, Ha-
TPV, MOYEBVHBI, KpeaTVHVHA, MOYEBOJ KVIC/IOTHI, O6u-
nmupy6yHa, C-peakTMBHOrO 6enKa, anbOyMuHa, 2-Mu-
Kporno6ymHa, uMmyHornobymmua E, ¢ubpuHoreHa,
aKTMBHOCTM QJAaHMH- M acllapaTaMMHOTpaHcdepassl,
JNAKTaTAeINAporeHassl u anTuTpoM6uHa III 661K B HOp-
Me. IIpy rcTONOTMYeCcKOM ¥ IMTOMIOTMYECKOM aHa/Iu3e
KOCTHOTO MO3Ta BBbISIBJIEHBI PEeaKTVBHBbIC VI3MEHEHMs B
BUJie TUIIEPK/IETOYHOTO KOCTHOTO MO3Ta C Ipeobiajjanu-
eM rpanynomnoasa. [Ipu yrbrpa3sBykoBOM MCCIefOBaHNN
OpraHOB OpIOLIHON IOMOCTY KOHCTaTMPOBAHO OTCYT-
CTBUe maTonoruu. IIprsHakoB CUCTEMHOTO M arpeccus-
HOTO TeYeHNA MaCTOLNITO3a He 0OHAPYKEHO.

C pox/ieHns pe6eHOK HOTy4as LeTUPU3UH B MAKCH-
MaJIbHBIX fo3axX. [Ipy TsoKebIX Kpu3ax go0aBIscs fu-
MeTHHJIeH, 6eTaMeTa3oH, 1 pa3 moTpe6OBaOCh BBefe-
HI€ TIPeHN30/I0HA.

[Tpu HabmoneHNN 3a pe6EHKOM POANTENN BBISABIIIN
OCHOBHbIe TIpoBOLUpYyIoLIVe (PaKTOPbI KPU3OB, IPUITY-
XaHUsA BBICBIITHBIX 37IEMEHTOB: Ileperajibl TeMIIepaTypbl,
ropsiyas Bofa IpU KyHaHWM, SMOLMVH, IIpyeM ropsideit
VLN, TPEHME OfIeXK/IbL, @ TAKXKe OCTpble MHPEKLUIL.

Ne 1.2024
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Tabnuua 3. B- n C-npur3sHaku arpeccMBHOCTM MacToLMTO3a

B-npu3Haku (Be careful, Borderline, Benign)

e Bonblias Ty4HOKNeToYHas Macca.
NH@unbTpaums TyyHbiMm knetkamu =230% no gaHHbIM MUENOMMMYHOrUCTOrpaMMbl, U/MAY CbIBOPOTOYHAN KOHLEHTPaLUa TpUnTasbl
2200 Hr/mn', n/wnn vactota BapuaHTa KITD816V 210% B KOCTHOM MO3re Unu nemkoLmTax KpoBM.

¢ [lpu3sHaku MvenonponudepaLumn u/mam Mmenoamcnnasmml.
MMNepKNeToYHbIM KOCTHBIN MO3T C MOTePew XUPOBbIX KNETOK 1 BblpaXeHHbIM MUenodrbpo3om. BosamMoxHb! «CABUT BNEBOY, 303UHO-

Unns, yMepeHHble NpusHaku aucnnasum (<10% HenTpodUNbHOro, 3pUTPOLUTAPHONO U MerakapuoLmMTapHOro pocTka).

e OpraHomeranus.
Manbnupyemas renatomeranus 6e3 acuuTta UK Jpyrux NPM3HaKoOB HapyLLeHUs paboThbl NeYeHu, Wunu Nanbnpyemas crjaeHoMeranums
6e3 runepcrnneHn3ma 1 notepu Beca, M/Unu nanbninpyemas Unu BucLiepanbHas numdaaeHonaTns >2 cM No AaHHbIM yNLTPa3ByKOBOro
NCcnesoBaHNs UM KOMMbIOTEPHOM TOMOrpahum

C-npwusHaku (Consider, Chemotherapy, Cytoreduction)

¢ LlnToneHus.
AbBconioTHoe Yncno HelTpodunos <1,0 X 10%n, u/unu ypoeeHb remornobuHa <100 r/n, u/unu umcno TpombouumTos <100 X 10%/n)
o [InchyHKLMA NeveHu.
Acu/T 1 NOBbILIEHNE aKTUBHOCTM NeYeHOUHbIX PepMeHTOB. BO3MOXHbI yBeNnYeHMe neveHn, LMppo3 1 nopTanbHas runepreHsus.
¢ [opaxeHue KOCTeW.
KpynHble (>2 cm) o4aru octeonmsmnca ¢ NnaToNnorMyeckuMm nepenoMamu. BoamoxxHbl occanrum.
* lI3MeHeHWs B ceneseHke.
Manbnupyemas cnneHomeranusi. BO3MoXHbI runepcnieHn3m, noteps Beca U runoansoyMmHemMus.
¢ BoBneyeHue Xenyao4yHO-KMLIEYHOTO TpaKTa.
Manbabcopbuus ¢ runoansbymmHemmen. BoamoxHa noteps Beca

"Mpu HacleACTBEHHOM anbgaTpuUnTaseMmnm KOHLEHTPALMS TPUMTa3bl LOMXHA ObITb CKOPPEKTUPOBAHA, HO ONTUMalbHbIN CNocob ewwe npea-
cTOMT onpepennTb. OfnH U3 METOA0B KOPPEKTUPOBKM — fieNieHne 6a30BOM KOHLEHTPaLMM TPUNTa3bl Ha KONMYECTBO AOMONHUTENbHbIX KO-
MuiA reHoB anba TpunTasbl ¢ JobaBNeHVeM eanHULBI. Hanpumep, eciv yposeHb TpunTassbl 300 HI/MA U HaWAEHO 2 JOMONHUTENbHbBIX KOTMUK
reHa y naumeHTa ¢ HacneaCTBEHHON anbhaTpunTasemMment, To CKOPPEKTMPOBaHHAsA KOHLEHTpaLusa TpunTasbl OyaeT pasHa 100 Hr/mn

(30/(2 + 1) = 100), 1 370 He cymTaeTcs B-npusHakom.

2[pu3sHaku MuenonponudepaLum Uunm MuenoaucniasMmn RoMKHbI ObITb yMepeHHbIMU U MOCTOSHHbIMY (Oe3 paspelleHns u be3 HapacTa-
HUS), HO He JOCTUraTb KPUTEPMER ANArHOCTUKM MUENOANCINACTAYECKOrO CMHAPOMA, MMENoNponnbepaTMBHOro HOBOOBPA30BaHMA UK X
coyeTaHus. Eciv KpuTepum NpUCYTCTBYIOT, TO AMArHOCTUPYETCS CUCTEMHBIM MACTOLMTO3, aCCOLMMPOBAHHbIN C reMaToNorMyeckum HOBO-
obpasoBaHueM. Ero npucyTcTBme UcknioyaeT B-npusHak v Tnetlowmin CUCTEMHbIV MacToOLMTO3 MO onpeseneHuto.

3ToBbIlWEHME aKTUBHOCTU LWeNoYHOMN GocdaTasbl 4acTo MMeeTcs y BONbHbIX C arpeccMBHBIMU GOPMaMM CUCTEMHOTO MacTOLMTO3a U C Nopa-
XeHMeM neyeHu, KOTopoe MHAYLMPOBAHO CUCTEMHbBIM MaCcTOLMTO30M. Y HEKOTOPbIX MaLMEHTOB OTMEYAETCs TONbKO runepdepMeHTeMus

6e3 KNMHUYECKM 3HAYNMMOro acyuTa.

C 4 Mec XM3HM YacTOTa U TAXKeCTb KPU3OB YMEeHb-
LIMINCH, € 6 MecC McYe3/ia Be3UKY/IApHasd Chlllb, a ¢ 12 Mec
IpeKpaTwINCh Kpusbl. KOXHBINM 3y ¢ BBIPAKEHHBIM
CHIDKEHMEM KaueCTBa >KMU3HU U MOTPEeOHOCTBIO B eXe-
THEBHOM IIpyieMe aHTUTMCTAMUHHBIX CPECTB, a TaK-
XKe 3MM30ANYeCKOM IpueMe OeTaMeTa3oHa COXpaHAI-
Cs B Te4eHNe HeCKOJIbKUX JIeT. 3y/, yMeHbIIa/ICcs 1oc/e
JIETKOTO 3arapa B IepMOf, IETHETO OTAbIXa. B BospacTe
2 71eT KOHLEHTpaLus TPUITA3bl KPOBY HOPMAaJIM30Ba-
nacp. C 3 71eT yMeHbUIWIACh TUIIEPYYBCTBUTEIBHOCTD K
nepernajjaM TeMIIEpaTypbl BO3/lyXa, BOJbI.

B 2 roga 8 mMec noABWICh 60/Ib ¥ HapyLIeHNe IBU-
KEHMII B JIeBOM IUIedeBOM cycraBe. IIpu obcnenoBa-
HMJ BBIABJIEHO HOBOOOpPa3oBaHNUe B JIE€BON IUIEYEBO
KocTu. 1o JaHHBIM TMCTONOTMYECKOTO UCCIEN0OBAaHUA U
MMMYHOT'MICTOXMIMMYECKOTO aHa/ln3a AMAarHOCTHPOBa-
mm ocreobmactomy. Uepes 1 Mec BBIIIOTHEHO pafiKaib-
HO€ JCCeYeHMe ONyXO/N B IIpefienax 3/JOPOBbIX TKaHe.
Omnepanuys npoita 6e3 0C/IOKHEHUIL.

B TeyeHMe mocienyomMX JIeT COCTOsIHME IIAlVIEHTa
ymy4imnocs. Kamo6sl Ha HapyIIeHUsA CO CTOPOHBI JKeNy-
TOYHO-KUILIEYHOTO TPAKTA COXPAHSIOTCSA, HO CBIIIb U 3y

Ne 1.2024

YMEHBLIVIICh, HOTPEOHOCTD B IIpyieMe aHTUIVCTAMIH-
HBIX CPEJICTB OCTA/IACh IAIIb SM30AMdecKast. OTMevaet-
Cs1 ouaroBas O7efiHasI ITMIepPIUIMEHTALNs KOXH (puc. 3).
Marpunk noceraeT 061e06pa3oBaTe/IbHYIO HIKOIY.

OBCY)XAEHUE
Macronuros — Majousy4eHHoe 3abojeBaHme ¢ 61aro-
IPUATHBIM IIPOTHO30M. Yalle Bcero oH fie0I0TUpYyeT B
nepBble 2 TOfIa XXU3HN. Pe3y/IbTaTbl KPYIIHOTO aHaIM3a
IIOKa3asm, 4To y 23% perein 3aboneBanme IIPOAB/IAETCH
cpasy nocie poxjenns [25].

VccnenoBanys MOKa3bIBAIOT, YTO JIETCKUIT U B3POC-
JIBII MACTOLIMTO3 — 3TO KJIOHaJIbHOE HOBOOOpa3oBa-
HIe. BbLAB/IeHHAA Y IIpeficTaBIeHHOTO peOeHKa My TaIysA
¢-KIT D816V — ofgHa U3 caMbIX 4acCThIX. Tak, B MCCIEN0-
Banym C. Bodemer 1 coaBT. oHa 6bI1a 06Hapy>KeHa y 42%
IeTell ¢ MacTOLUTO30M [3]. BeisiBneHne My tanmy B onu-
CaHHOM HaMM C/Ty4ae II03BO/INJIO TIOATBEPAUTD AMAarHo3.

Bompexn HOATBepX/IeHHOI KIOHATBHOCTH, Y IIO-
JaBJIAOLIET0 OONBIIVHCTBA IeTell M y ONMUCAHHOTO pe-
OeHKa B IlepBbIe TObI XXVI3HY IPOMCXOANT IIOTHBII WV
JaCTUYHBIN perpecc 6omesun [2, 25]. Kak nokasano Ha-
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Puc. 1. HoBopoxaeHHbIN pebeHOK ¢ TaXenbiM
Te4yeHMeM NMUrMeHTHOM KpanuBHULbI'

Puc. 2. KoxHble npose-
NEeHWs TMCTaMUHOBOTO
Kpw3a. Mnepemus
KOXHbIX MOKPOBOB,
Be3uKynbl B 0bnactu
HOCOryO6HOro Tpeyrofb-
HUKa, Ha KOHYMKe U
CMUHKe Hoca, B cybop-
OuTanbHbIX 0OnacTaX,
Ha ThINIbHOW CTOPOHE
KMCTU, 3anscTbe

Puc. 3. MauneHT N.,

10 neT. Ha Koxe BUAHbI
OCTaTOYHbIE MPOABNEHUS
MacToumMTo3a

6mogenne 3a 163 geTbMy ¢ MacTOLMTO30M, MEIVIAHA
Cpoka Havaja paspelennus — 34 (2-226) mec [7]. Bepo-
ATHOCTD perpecca IOBBIIIAeTCs Ipu febioTe 3aboeBa-
HYS B paHHEM JIETCTBE U He 3aBUCUT OT TSDKECTH IPO-
ABJIEHUI MacToLUTO3a [7, 25, 26].

Kak npaBuio, B perynsapHoii ¢apmakoTepanmy HyXpja-
€TCsI OKOJIO ITOJIOBUMHBI [IETell C MACTOLUTO30M. I10 JaHHBIM
VICCTIEIOBAHMIA, PETY/IAPHBIIL IIPJieM IIpeIapaToB HeOOXOIM
29,5-64,0% netelt [2, 16-18]. Ho poputeny geteii c Manocnm-
[ITOMHBIM TeYEHIEeM MACTOLMTO3a PeXKe 00pAIIAIoTCs K Bpa-
9y, U1 JIOTMYHO NIPeAIIONIOKNUTD, YTO VICTYHHAA ITIOTPEeOHOCTD
B JIEKAPCTBEHHOJ! Tepamy MeHblile. Yale Bcero Ha3Ha4aroT
AHTUTUCTAMMHHbIE TIpernaparbl. AHAIN3 TeIeHMS MACTOLM-
To3a y 111 feTeri mokasaji, 4TO JOJIA HALVIEHTOB C TSXKEIbIM
TeYeHVeM U OTPeOHOCTBIO B IIpUeMe IIIOKOKOPTUKOCTEPO-
umoB — MeHee 5% [16]. Y ommcaHHOro pebeHKa aHTUTHCTA-
MIHHas1 Tepamisi OblUTa HeOCTaTOYHO 3 ek TrBHOI. Takoi
BapyaHT TeYeHNA MaCTOLITO3a BCTPEYAETCS PEKO.

HecMotpst Ha TsKeCTbh 5Kano0, B IPeACTaBIeHHOM CITy-
vyae He ObBUIO IPU3HAKOB arpecCHBHOTO TEYEHMs MaCTO-
1[UTO3a (BBIP@)KEHHOJl OpraHOMeTainy, aHEMUM, OCTe-
O/INTUYECKOTO CHHAPOMA U MOPKEHVS KUIIEYHMUKA CO
CHIDKeHMeM Beca). [TokasaHus K aHaIM3y KOCTHOTO MO3-
ra OTCYTCTBOBA/IU, TeM He MeHee OH ObII BBIIIOTIHEH 1 He
BBIABUI crienuduyeckoit nHpuabrpauyn [15]. B moscen-
HEBHOJI IIPaKTHKe TsXKeCTb CUMIITOMOB TaKXXe MOOyXX/jaeT
Bpadeil K yI/IyOleHHOMY O0C/IefOBaHMIO MAIVIEHTa, IO -
yac He0OOCHOBaHHOMY [7].

Ocreo6macToMa OTHOCUTCS K PEKUM OIYXO/IEBbIM 3a-
00/IeBaHMAM KOCTeNl ¢ OMaronpusaTHbBIM IporHozoM. [o
pes3y/bTaTaM aHanm3a JiedeHusa 99 MalyeHTOB YCTaHOBIIe-
HO, YTO Yallle BCEro IOpa)KalTcA IM03BOHKI, a 'y 1/3 manu-
€HTOB — IIIeYeBble KOCTH, IIPU STOM XUPYPrudecKoe je-
JeHye IPUBOANT K BbI3fjopoByeHuio [27]. Jlokanusanus u
TedeHMe 0CTe0bIacTOMBI, €€ JedeHue M CTabUIbHbIM OT-
BT Ha Hero Y IIPefiCTaBIeHHOTO pe6eHKa COOTBeTCTBOBA-
1 oIy O/IMKOBAHHBIM JJaHHBIM. [1pu 9TOM IosIB/IeHME BTO-
POro K/IOHAJIBHOTO IpoIlecca y pebeHKa MOXKHO CYMTATh
CTy4ailHBIM COBIIAJIEHUEM, TaK KakK, II0 CBEICHUAM peru-
crpa SEER (Surveillance, Epidemiology u End Results),
Ifle  NPOAHaIM3MPOBAHbI  pe3yAbTaTbl  HAOTIOfEHNS
3a 421 manueHToOM ¢ MaCTOLIMTO30M, B TOM YUCJIE 32 [eTh-
MU, YBeIMYEHMs KOMMYeCTBAa 3/I0KaUeCTBEHHBIX Here-
MAaTO/IOTMYeCKUX 3a00/IeBaHMII Y HUX IO CPAaBHEHUIO CO
CPeHEIIONY/IALVIOHHBIM YPOBHEM He BBIABJIEHO [28].

3AKJTIOYEHUE
[IpencTaB/eHHOE KIMHUYECKOE HAOMIOfIEH e TIOATBEPKIA-
€T, YTO JIa)Ke TIPU TSXKETIOM T€YEHUM KOYKHOTO MaCTOLTO-
3a IIPOTHO3 OCTaeTcs 6maronpuATHBIM. OCHOBHbIE YCUIVA
Bpada JO/DKHBI 6bITb COCp€OTOYEHDI Ha TOM, t{TO6I)I yny4-
IIMTh Ka4eCTBO JKUBHU U OOECIeYnTh SMOLMOHAIbHDII
KOMQOPT peGeHKa 1 er0 POJUTETIENt. a
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