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MAST CELL

IgE _ Antigen

Macmouyumo3 y demeu (Q82.2) -

KIoHasibHoe 3aboneBaHue Ty4YHbIX KneTtok (TK) ¢
pa3HoobpasHbIMU BapMaHTaMun TeYeHUs.

TyuHble KJIeTKH

= 3T0 MKAHEEble
030¢huel.

» Pe3uneHTHbIe KJIETKHU
COCOUHUME/IBHOU MKAHU.

» B Hopme 2—38 % ot Bcex
knerok PCT. |

> B PCT onn |
pacnwlazaiomc;l B
0Kodwc0cv0ucmblx \
06ﬂacm}1x NJIn HaxXoasaTcCsa |
cocCTtaBeE meBopa cepo3Hbe
IMOJIOCTEMN. }

MoTaneHko B.I"., Baitkos B.B., BoitueHko 3.I". n ap. Mactoumntos y aeteit. MNpocnekTuBHoe mccl
aHKeTUpoBaHUsA poauTeneit. Poccuinckuin xxypHan AeTcKoin remaTtonorum n oxkonorum 2021;8(2):13-25.

nefjoBaHne 163 NaUMeHTOB C NOMOLLbIO AUCTAHLIMOHHOIO
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BbICbIMaHWN B pe3ynbTaTe MCcToforM4ecknx
nccrnegoBaHUN.

1953 r. - R. Degos BBen TepMnH «MacToLmnTO3».



PacnpocmpaHeHHOCMb

Macmouyumo3 — pegkoe 3aboneBaHue:
cpeamn KOXHbIX bonesHemn

0,2-1 cny4an Ha Kaxable 1000 nauneHToB Unu

2-3 nauneHta Ha 10 000.

B EBpone Ha y4yete HaxogaTtca npubnuamntensHo 100 000
NauneHTOB,
B Mype — 1 MIH.

CooTHoweHue nonoB: XK: M=1:1.

CkpunkuHa HO.K., ByTtoBa t0.C., MsaHosa O.J1. [lepmaToBeHeponorus. HaunoHansHoe pykosoacTtso. — M.: FTOOTAP-Meawna, 2013. — 896 c.;
Silva l. et al., 2008, Bodemer C. et al., 2010
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NMpumevaHue: «B nepuog netHero otabixa 106 geten npuobpenn nerknm

camoyyscTBue y 97 (91,6 %) naunmeHToBY.

MotaneHko B.T., baiikos B.B., boitueHko 3.1, u ap. MactouuTos y aeTeit. MpocnekTMBHOE UcCnef0BaHWe163 NaUMeHTOB C MOMOLLBIO AUCTAHLMOHHOTO aHKETUPOBAHUA PoAUTENe.
PoCCUICKNIA XKypHaN AETCKOM remaTonorum u oHkonorun 2021;8(2):13-25.; fopnaros U.A., lenHa J1.M., Munssckas W.P., 3acnasckuii [1.B. Bo-

NI€3HM KOXKM HOBOPOXAEHHBIX U FPYAHbIX AETEN: KpaTKoe PyKOBOACTBO A Bpayeit. CM6: donuarT, 2016. C. 170-174.

3arap. [lpwu
NOSABIIEHUM NUTMEHTAUUMN pOAUTENN OTMEeYann KOCMeTn4yecKoe ynyylleHue, Tak kak Ha dpoHe

TEMHOW KOXW MNHATHA CTAHOBUMIUCbL MeHee 3aMeTHbl. Jlerkum 3arap npuvBOoAvI K YPEXEeHMUIo
MeAnaToOpPHbIX CMMNTOMOB Yy 7 (6,6 %) oeten, K ycunenuo y 2 (1,8 %) n HMKaK He NoBAnAn Ha



Knaccugukayus macmouyumoa3sa (BO3, 2017)

Ko)xHbiu Macmoyumos
[TurmeHTHas KpanmBHULUA/MATHUCTO-NANYIE3HbIN KOXHbIN
MacToOLMTO3
O dy3HbIN KOXHbIW MacToLNTO3
MacTounToma KOXu
CucmeMHbIU macmoyumo3 (CM)
NMHgoneHnTHbin CM (BKNto4Yas MacToumTo3 KOCTHOro Mo3ra )
Tnewowun CM
CM c accoummnpoBaHHbIM reMaToNnorM4eckmm
HOBOOGpa3oBaHMEM
ArpeccusHbin CM
TYYHOKIETOYHbIN NEUNKO3
Ty4yHOK1emo4Hasi capkoma

Horny H.P., Akin C., Arber D.A., Peterson L.C., Teff eri A., Metcalfe D.D., Bennett J.M., Bain B.J., Escribano L., Valent P. Mastocytosis. In: Swerdlow S., Campo E., Harris N. (eds.). WHO
classifi cation of tumours of haematopoietic and lymphoid tissues, 4th revise. Lyon, France: IARC Press, 2017.



Ko)xHbIl Macmouyumo3: nuecMmeHmHas

KpanueHuua
= Hambonee 4yacTbli cyOBapuaHT,
= BO3HMKAaET B NepBble 6 MeCALEB XU3HWU;
= MOPMONOrns: KpacHO-KOPUYHEBLIE MaKymbl U Nanynbl;
= pasMep: okosrio 1 cMm B AMaMETpE;
= NoKanusaumsi: BEpXHNUEe U HMKHUE KOHEYHOCTW, rpyaHas
KIeTka u nepeaHssa optolHast CTEHKA,;

= pexe — NoAOLUBbI, NAafOHN, BONIOCMCTas 4YacTb ronoBbl.

Méni C., Bruneau J., Georgin-Lavialle S., Le Saché de Peufeilhoux L., Damaj G., Hadj-Rabia S., Fraitag S., Dubreuil P., Hermine O.,Bodemer C. Paediatric mastocytosis: a systematic review of
1747 cases. Br J Dermatol 2015;172(3):642-51.



Ko)xHbIil Macmouyumo3:. Mmacmouyumoma

nmeroT 10-15% OonbHbIX;

Mopdhonorus: TBépgas gobpokavyecTBeHHas

OnyxoJsib B BUAE KpPacCHbIX UMM KOPUYHEBBLIX MNATEH, nanyn,
Y3EIKOB;

pasmep:. MeHee 1 cMm B gnameTpe,

nokanusaums: Ha MecTe NoBpPeXAeHU NMOpPaXKeHHOro
ydacTKa KOXW.

Méni C., Bruneau J., Georgin-Lavialle S., Le Saché de Peufeilhoux L., Damaj G., Hadj-Rabia S., Fraitag S., Dubreuil P., Hermine O.,Bodemer C. Paediatric mastocytosis: a systematic review of
1747 cases. Br J Dermatol 2015;172(3):642-51.



[lnarHocTtuka:

KnuHuka: NMrMeHTHas KpannueHuua, MmactoumToma.
CuvmnTtom [apbe.

buoncunsa KoXu: MHOUNLTPaT B BEPXHEN YaCcTu AepMbil,
COCTOSALLNN U3 TYYHbIX KITETOK, MHOrOa 3axBaThbiBaoLWnm

BCIO TOMLLY JePMbl UM NPOHUKAIOLLINIA B MOOKOXHO-
XXKMPOBYIO KNeT4aTky.

NB! UckntovyeHmne cucteMHOCTU npoLecca.
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NB! [lmnarHo3 cmcteMHOro MmactoumTosa M‘*‘ «3»‘;*“3 Rt ocn”
AWV B o G enl TS
NPaBOMOYEH NPU HANU4YUM OQHOTO ;g”h‘ﬁ.,? G
GONbLLOTO 1 OAHOTO Manoro KpUTepMs  Sest SGsr %
Unn TPEX MarnblXx. < e



CucmeMHbIU Macmouyumos
Kpumepuu duacHOCMUKuU.

6os1bwWwoU Kpmepuu: MyrnsTUoKanbHOE NNOTHOE
3anonHeHne bonee yem 15 MacT-KneTkamm yyacTka
(buonTaTa) KOCTHOro Mo3ra Unun gpyrnx BHEKOXHbIX
OpraHos;

Mariblie:

- aTMnu4Haga mopdhonorus nnu BepeteHoobpasHasa dopma
bonee 25% MacT-KNeToK B y4acTke (bmnontaTte) KOCTHOro
MO3ra Unuv apyrux opraHos;

- myTauuio KIT B kogoHe 816 B obpasLe KpoBu 13
KOCTHOro Mo3ra unun gpyrnx opraHos;

- 9KCnpeccusi NOBEPXHOCTHLIX MAPKEPOB MacCT-KMNETOK
CD2, CD25 B opraHax;

- noeblWeHuUe YPOBHSI mMpurnma3sbl 8 CbIBOPOMKE KPO8U
bornee 20 Ha/Mmr.

Horny H.P., Akin C., Arber D.A., Peterson L.C., Teff eri A., Metcalfe D.D., Bennett J.M., Bain B.J., Escribano L., Valent P. Mastocytosis. In: Swerdlow S., Campo E.,
Harris N. (eds.). WHO classifi cation of tumours of haematopoietic and lymphoid tissues, 4th revise. Lyon, France: IARC Press, 2017.



MacTtouuTo3s (KnmHmnyeckoe HabnogeHmne)

AHHa, 6 mecsaueB.

XXanobbl: B 1,5-Mec. - nosiBrieHne nNsaTeH KoPenHoro
LiIBETA Ha XXUBOTE.

B nocnegytowiem otMmedanoch rnosiBrieHne HOBbIX MATEH Ha
XUBOTE, BEPXHUX U HMXKHUX KOHEYHOCTAX, cnuHe. Tpuxabl
oTMeYarnucb Ny3biPbKOBbLIE BbICbINAaHNS Ha BONTOCUCTOM
4acTu rofioBbl 40 2-3 MM B AnamMeTpe C Npo3padHbIM
COAOEPXNUMbIM, YNPYron KOHCUCTEHLIUN.

B 5-mec. gepmatoriorom 6bi1 BbICTaBMNEH
anarHos: «MacTtoumTos, pacnpocTpaHeHHas
doopmMa, nporpeccupyroLee Te4yeHne».

Ha KoHcynbTauuio negnarpa HanpasneHa
ANs NCKNOYEHNUA CUCTEMHOCTM NaTo-
NorM4yeckoro npouecca.




MacTounTo3 (KnnHn4yeckoe HabnogeHue)

AHHa, 6 mecsaues.

AHaMHe3 XN3Hu: pebeHok ot |l bepemMeHHOCTH
(I — camoabopT B 5 Hen.),
poab! |, B CpOK, pmnanorornvyeckue.

= Jlo 6 MecsaueB y AeBOYKM MMena MecTo
rmnoTpodousa | cteneHu.

= 3a 5-1 mecsay npmnbasuna B Bece 100 .

= [leBo4ka Tpmxabl bonena OPW.

= C poxgeHunst Haxogunacb Ha CMeLlaHHOM
BCKapMInmMBaHUN BCreacTBue
rmnoranakTum y maTtepu.

CobcTtBeHHOe HabnoaeHne



MacTounTo3 (KnnHn4yeckoe HabnogeHue)

AHHa, 6 mecaues.
[Tpn ocmoTpe obpaliano BHUMaAHME Hanuine nateH KopenHoro
LuBeTa HenpasuIibHOW popMmbl 40 1,5 cM B AnamMeTpe, CKITOHHbIX K
CITUAHUIO, Ha TYNOBULLE, BEPXHUX U HMUXKHUX KOHEYHOCTAX, Lee n
nuue.
B dpmnsnyeckom 1 HepBHO-NCUXUYECKOM pa3BUTUMN OeBOYKaA He
oTcTaBana.
Buanmeble crnim3nctele po3oBble, YNCTblie. 3yOOB HET.
[TanbnupoBanncb NOAYENOCTHbIE, NepeaHe- U
3agHellenHble nuMgarmnyeckmne yanbl 4O 2 CM B
avametpe.
OpraHbl abixaHusa 6e3 natonornn. CUCTONMNYECKN
LUYM YMEepPEeHHOU NHTEHCUBHOCTU B | 1 V TouKax.
KusoT B3ayT, 4OCTYNeEH rrybokon nanbnauun.
Ctyn 2-3 pasa B CyTKM1, C MPUMECHLIO CINN3M.
MoueuncnyckaHue He HapyLLEeHO.

CobcTBeHHOe HabnoaeHne



MacTounTo3 (KnnHn4yeckoe HabnogeHue)

AHHa, 8 mecsaues.

KnMHM4yecknn aHanns KpoBu:
Hb — 109 r/n (Hopma 115-150 r/n), rematokput — 0,34 (HOpMma
0,35-0,5).

buoxummnyecknm aHanns KpoBu:
AJlT — 52,68 E/n (Hopma — < 32,0 E/n),
ACT - 36,94 E/n (Hopma — < 31,0 E/n),
MoKo3a Kposu — 6,64 mmone/n (Hopma — 1,8-6,2 mmonbe/n).
KnuH. aHanns3 mo4yn — 6e3 nartonoruu. vl

CobcTBEHHOE HabnoaeHne



MacTounTo3 (KnnHn4yeckoe HabnogeHue)

AHHa, 8 mecsaues.

OHK umntomeranosupyca (LMB) B critoHe — bornee

1x10° konun JHK/mMn (aHanuTuyeckasi YyBCTBUTENbHOCTb
— 400 konun/mn),

[OHK B KpoBM He ODHapyXeHa.

Y3U op2aHoe 6prowHOlU nosiocmu: 3x0-nNpu3HaKku
oedopmMaumm XKen4YHoro ny3bips.

Hdonnnepaxokapduozpaghusi:

OTKPbITOE OBaAJiIbHOE OKHO 2 MM B aAnamMeTpe,
remoanMHaMmny4yeCckmn He3Ha4dYnMoe.

Pa3mepbl Kamep 1 nNonocten, cCokpaTuTenbHas
CNOCODOHOCTb cep/La B HOpME.



MacTounTo3 (KnnHn4yeckoe HabnogeHue)

AHHa, 8 mecsaues.

XKenes3o cbIBOpOTOYHOE — 7,68 MKMObL/N (HopMma),

OXKCC — 72,70 mkmonb/n (Hopma),

KO3 PULMEHT HaCkILWEHNA Nna3Mbl TpaHcdeppuHomMm — 10,6%
(Hopma — 25-47).

ButamuH B12, doonuesas kucnorta — Hopma.

[ ntoKko3a KpoBu — 4,37 MMOSb/n (Hopma).

[ Mnko3unmpoBaHHbIn HB — 5% (Hopma).

AJ1T, ACT — Hopma.

KonpouuTtorpamma: HenTpanbHbIX XXUp — (++), cnusb — (+).

bak. noces kana: Staph.aureus — 100% OT KOKKOBOW (priopkil,
remonmaunpytoLlas knmwedHada nanodka — 1,4x107 (Hopma —
oTpuuart.), Klebsiella pneumoniae — 108, knoctpuanm — 10° (Hopma
— po 10°). Staph.aureus, Klebsiella pneumoniae 4yBCTBUTEMNbHBI K

uedtasmgnmy, Luedanekcuny, uegenumy, LedypoKkcumy,
odpriokcaunHy, BAHKOMULMHY.



MacTounTo3 (KnnHn4yeckoe HabnogeHue)

AHHa, 8 mecaues.

OwnarHo3:. KoXHbIn MacToumTo3, pacnpocTpaHeHHas doopma,
nporpeccupytoLlee Te4yeHme.
[lepcuctupyrowiada umtomeranoBmpycHas MHQEKLMS,
pennukatuBHas dpasa. OTKpbITOe OBaribHOE OKHO. [ncounos
KMULLEYHMKA.
PekoMeHAOBAHO:
* PaunoHanbHOe BCKapMmnmBaHue, NPMKOPMbI MO BO3PACTY.
* Auuknosup no 200 Mr 5 pas B CyTKM B Te4EHMNE S OHEWN,
3aTem npotednasug no 1 kanne 1 pas B AeHb B Te4eHne 2
MeCSLEB.
« KpeoH 10000 no 1/5 kancyrnbl BO BpeEMS KaXadoro rnpuema
nnwm B TedeHne 10 gHen.
o JHTEpOXepMUHa No 1 pnakoHy 2 pasa B CYTKN B TEYEHME
10 gHew, 3aTemM npema B BO3paCTHOM JO3UPOBKE B TeYeHne
10 aHen.




MacTounTo3 (KnnHn4yeckoe HabnogeHue)

AHHa, 8 mecaueB — 2 roga 3 Mec.

[Mocne kypca auuknosupa OHK LUMB B cntoHe coctaBuna
1,34x10° konuun OHK/mMn. B ganbHenwem, pedbeHok nony4yarn
HeOHOKpaTHble KypPCbl aHTULMTOMEranoBUpyCcHOro
MMMYyHornobynuHa, npotednasnaa, nukonmaa, auuknosunpa.
Yaoanock AoCTUrHyTb cCHUXKeHne yposHsa HK go 1,05x102 konuu
OHK/mn B Hossbpe 2012r., ¢ nocneayowmnm HapacTaHUEM KON A0

4,63x104 AHK/mMn (anpenb 2013r.) I —

CobcTBEHHOE HabnogeHne



MacTounTo3 (KnnHn4yeckoe HabnogeHue)

AHHa, 8 mecsaueB — 2 roga 8 mec.

Ha npoTskeHnn 2-neTHero HabntoaeHns KOXXHble BbiCbINMaHUS
y pebeHKa He perpeccupoBarnm, oTMe4YaeTcst NosiBlieHNE HOBbIX
NATEH KOENHOro LUBeTa HenpasuibHOM opMbl 40 1,5 cm B
anameTpe, CKNOHHLIX K CIIMAHUIO, HA TYNOBULLE, BEPXHUX U HMXKHUX
KOHEYHOCTSX, Wwee U nuue, MUHTEHCUBHOCTb NMUrMEHTaLUN NPEXHAS.

B 3 roga geso4ka rnepeHecrna BETPAHY OCIy, B CBA3M C YEM
nonydana auuknosup no 200 Mr 4 pasa B CyTKN 5 ,EI,HeI/I 3aTem
npotediasng no cXxeme.

[Mocne nevyennsa OHK LIMB B cntoHe - 1,05x102
Tutp aHtuTen IgG k LUMB Ha npeXxHem ypoBHe
TpunTasa — 7,2 mkr/n (Hopma).

CobcTBeHHOe HabnoaeHve



BbiBOAbI:

Macmouyumos -

MynbTUaKTOpHOE 3aboreBaHmne C NaTonorM4ecKkou
npornudepaunen u HakoneHMEM MaCTO-KNETOK (TYYHbIX) B
OOHOW UM MHOXECTBE TKaHEeW;

TpebyeT NCKNIYEHNS CUCTEMHOCTM NMpouecca;

3aboneBaHne TpebyeT COBMECTHOW paboThbl NeamnaTpos,
ceMeWHbIX Bpayeun, AepmaTosioroB, anneprosioros.

B cBA3M C MHOIOSTIETHUM, CKITOHHbBIM K CIIOHTAHHOMY
perpeccy nobpokadeCTBEHHbIM TEYEHUEM, B 3aa4mM Bpada
BXOOAUT NOoAOOP CUMMNTOMATUYECKOTO JIEYEHUS, a TaKXKe
KOHCYnbTauum poacTBEHHUKOB MO NOBOAY OpraHmM3aumnm
ceMenHoro oObITa, NMTaHUA, BakUuMHaUMKU, MeaNLIMHCKON
NOMOLLN, FIETHErO OTAbIXa U ap.






