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MacTonuTo3 y npaKTHIl CIMEMHOIO AlIKApPA

MaCTouMTos (mastocytosis; HiM. mast[ig] TyuHuii,
BigropoBaHmii + rpe. kytos kiiTuHa — 0sis; cuH.
TYYHOK/IITMHHUI PETUKY/IbO3) — TeTepOreHHa Ipyma
piokicHUX 3axBOpIOBaHb MienonponidepaTnBHOI Ipu-
ponu, IpM AKUX BifOyBa€eTbcs HagMipHe HAKOINYEH-
HA 1 nponidepania Tyynnx xnitue (TK) B TkaHuHax i
opraHax: mkipa, mimMdaTuyHi BY3IIM, IIe4iHKa, cenesin-
Ka, KICTKOBUII MO3OK Ta IITYHKOBO-KUIIKOBMI TPAaKT.
MacrouuTos (M) BXOENUTb [0 Ieperniky 8 mienonpori-
(depaTUBHUX 3aXBOPIOBAaHb Ta JAialHOCTYETbCS Bifllo-
BifJHO 10 BU3HAaYeHMX KpUTepiiB i pekoMenpaniit BOO3
[14, 29, 31].

3a maHMMM CBIiTOBOI CTaTMCTMKM 4acToTa M cepep
JOPOCIIOro HaceleHHA cknagae 1 Ha 100 tumc., ane fed-
Ki aBTOpM BKa3yIOTb Ha HasABHICTb 5—10 Bumnazxis Ha 1
MJIH. HacelleHHS a00 1 Bumazok Ha 1000-8000 maries-
TiB JiKaps-gepMaTonora. 3ycTpidaeMocTb M cepep, nu-
TSAYOTO HaceleHHs JeKinbKa 4acTimma, mpubausHo 1 Ha
500—800 manieHTiB, 1[0 3BEPTAIOTHCA [0 LEPMATOIOTA
[17, 19]. 3a ganumu Ben-Amitai D, Metzker A, Cohen
H.A. (2005) cniiBBigHOIIIEHHS 3aXBOPIOBAHOCTI Ha LIKip-
HY GOpMY B X/IOITYNMKIB Ta AiBYaT CTaHOBUTD 1,5:1. OpHa
TpeTuHa NaljieHTiB (40%) Mae MacTOLMTOMY, sIKa BMU-
ABNAETbCA Bifi HapomKkeHHA. Urticaria pigmentosa pia-
THOCTY€ETbCA B 65% BUIIAJIKiB, a MepIli CUMITOMMU XBO-
pobu 3’ABIAIOTHCA Ha IepuIoMy Micani xxutTss. OCHOBHI
BUCHIIAHHS JIOKA/Ti3yIOThCsl Ha TynyOi Ta KiHIIiBKax.
Y 11% pireii mnpuyMHAa PO3BUTKY IIrMEHTHOI
KpOIIUB AHKM — ciMeitHa. [27]. IHui aBTOpU BKasyioTh
Ha Te, o Y 55% xBopux Ha M mepii KniHiuHi NposaBu
BYHMKAIOTh Y HEOHATa/JIbHOMY Ta TPYIHOMY Ilepiofax
SKUTTA IUTHUHY, a caMe JI0 2-X POKiB, y 10% miteit — Bix
2-x o 15 pokis, i B 35 % pireit ctapmmx 3a 15 pokis.
3 iHmol cTopoHM, YnMasna BapiabenbHICTb BUCUNIKM B
JiTell HEPIIKO MOXKe NMPU3BOLUTU [0 IIOMUJIKOBOI fia-

rHOCTUKMU M, i Lie 6inbLIoro Miporo 06YMOB}IIO€TbCH TUM,
IO B MefiaTpUYHil mpakTyuui mKipHi popMu M gocutsb
9aCTO CIPUIMAIOTh 334 IPOSABYU ANIEPTiYHMUX 3aXBOPIO-
BaHb LIKipu [3, 20, 24].

*Y nepebiry xBopo6u B fiiTeil i JOPOCIMX BUABIAIOTH-
Cs CyTTEBI po3pisHeHHA. BBaxkaeThcA, o M y fiiTeit Mae
HETPUBA/INI NPOAB MiJBUIIEHO] PEaKTUBHOCTI TYYHMUX
KJITVH, JeO0Tye B pAaHHbOMY Billi, IIpOTiKa€ y BUIJIAAIL
WKipHUX GOpM i perpecye Ipu JOCATHEHHI NUTVHOIO
nybepraTHoro Biky. Haiibinpim ygacroio ¢opmoro M €
IIKipHa, a caMe IrMeHTHa KpommB’siHKa. Tomi sK ce-
pen JopoCIuX B pisHMX KIiHIYHMX BapiaHTaxX vacTille
3YCTpi4a€ThCsA CUCTEMHMII M, AKMIT pOSINANAITH, AK
KJ/IOHa/IbHE 3aXBOPIOBAHHA IYXIMHHOI IPUPOAM 3 XPO-
HivHNM Tepebirom [4, 15, 26].

Knacugikanis macronurosy 3a BOO3 Bxinouae
[7,18]:
I Hlxipnuiit macmoyumo3 /| Cutaneous mastocytosis
(CM), sixmit MOXKe TIPOSIBISITICS Y BUITIAAL:

o mirmeHTHOI Kpomnus'sHku / Urticaria pigmentosa
(UP) ab60 Maky/o-manyibo3HOTO MacTOLUTO3Y /
Maculo-papular cutaneous mastocytosis (MPCM):
— MOHOMOP(HMIT THII;

— noniMopdHMIT THIL;

o mudysHoro mkipHoro wacrouurody / Diffuse
cutaneous mastocytosis (DCM)

e COMiTapHOI MacTOLMTOMM IIKipu /
mastocytoma of skin (SMS)

II. Cucmemnuii macmoyumos / Systemic mastocytosis

(SM)

o iHffOMeHTHMII (YIIOBI/IbHEHMIT) CHCTEMHMII MacTo-
nuro3s / Indolent systemic mastocytosis (ISM),

e CHCTEMHMII MAacCTOIIMTO3, AaCOIillOBaHMUII 3 TeMa-
TOJIOTiYHMM 3aXBOPIOBAaHHAM (He 3 TYYHUX KIIi-
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TiH) / Systemic mastocytosis with associated clonal
haematological non-mast cell lineage diseases (SM-
AHNMD),

o AIPeCUBHMII CUCTeMHUII MacTouMTO3 /Aggressive

systemic mastocytosis (ASM),

o TYYHOKJITMHHUII JIeiiK03, abo jIelikeMis 3 Ty4HUX

kmituH / Mast cells leukemia (MCL),

e capkoMa Ty4HuX KnituH /Mast cells sarcoma (MCS),

e IO3aLIKipHa MacToOLUTOMA /Extracutaneous

mastocytoma (ECM).

Erionoriss MacTOLMTO3y JOHMHI O KiHIA HeBU3Haye-
Ha, IIPOTe He BUK/IIOYAEThCA (HaKTOp aKTHUBALlil Ipoliecy
myTanii (D816V) reHa, 10 KOfiy€e pellenITOp TMPO3NHKi-
Hasu (c-KIT) daxropy cTOBOYpOBUX KIITUH, IPUCYT-
Hboro Ha TyuHux xiaituHax (TK). Y pesynbrari Bunukae
ayTo(ocHOpUIIOBaHHSA PELENITOPa, 10 BUKINKAE He-
KOHTpOnboBaHy rinepnpopykuiio TK [7, 18, 25, 32].

Bimomo, mo TK sHaxopATbcsA MaibKe B yCiX opraHax.
PosramoBytounch 6insa mepudepnuHnx HepsiB i emi-
Te/lia/IbHUX [IOBEPXOHb, MIM(ATUIHMX I KPOBOHOCHUX
CYAVH, BOHU O€pyTh y4acTb B 3alla/IbHUX PEaKI[ifiX, BU-
KOHYIOTb pisHOMaHiTHI 3axucHi i perymaropHi ¢yHkuii.
Y Hopwmi posButok TK nependauae Bzaemonito Mix dak-
topoM 3pocty TK-umrokinis i penenrtopis c-KIT, saxi
excripecyoTbcs Ha TK B pisHUX cTafisax ix po3BUTKY.
Oxpim ctumynsunii nponidepanii TK, ¢axrop ix spocry
CTUMYJIIO€ CMHTE3 MEJIAaHiHy i pO3POCTaHHA METaHOLM-
TiB, 10 1 o6yMOBmoe HAABHICTD TillepIirMeHTOBaHNX
BycuIaHb Ha mKipi npu M . I1ig BrmmBoM IgE-3anesxxanx
i nHe-IgE-3anexxnux mexanismiB TK akTuBylOTbCH, BHa-
CHIIJOK 4YOTO BVBITBHAIOTBCA XiMi4HI MefiaTopy, IO
aKyMY/IOIOTbCA B CEKPETOPHUX IpaHynax. Pasom 3 num
BifOyBa€eThCsl CMHTE3 3aIla/IbHUX [IUTOKIHIB i MeMOpaH-
HUX TimigHux Metabomnitis [1, 23].

VY gmiteit Bumagkyu M IOSICHAIOTHCS CHOHTAHHOK IIM-
TOKiH-00yMoB/IeHOI0 rinep-npomidipaniero TK, a Ta-
KoX MyTanismu reHa c-KIT B kofoHax, BifMiHHMX Bif
D816V Ta pielo depmentis gerpanymanii TK, Takux sk
ricramiH i Tpunrasa [1, 5, 28].

Yce Buie3asHaueHe i OOYMOBJIIOE PO3BUTOK Xapak-
TepHUX KJIiHIYHUX MposABiB M, iIHTEHCUBHICTDb AKUX 3a-
JIKUTD Bifl TUITY 3aXBOPIOBaHH (IIKipHWIT a0 cucTeM-
HUIT), KITBKOCTI Ta MICI[b PO3TaIllyBaHHA iHQINIbTpaTiB,
IHTEHCMBHOCTI JETPAHY/IALIL TYYHUX KITUH 3 IOfa/b-
LIVM BUBIIbHEHHAM Mefiatopis. OCKiIbKM OiTy yacTile
XBOPiIOTb Ha IIKipHUIT M, came B HUX, POABIAIOTHCA
MeJliaTOpHi CUMIITOMMU 3a paxyHoOK Buxofy 3 TK ricrami-
HY B TKQaHMHIY Ta KPOB: Q/IalinHr (IPUCTYIU PAIITOBOTO
HOYePBOHIHHA IIKipM 006IMYYs, TPYAell, BEPXHbOI I10-
JIOBUHY TY1y6a), cCBepODK, ypTUKapis, Taxikappis, abno-
MiHa/IbHi 007, MiABAIIEHHS TeMIlepaTypy Ta TOTOBHMI
6i716. YacoM MOX/IMBIIT PO3BUTOK aHTIOHEBPOTUIHOTO
HaOpsAKY; BHACTIJOK 3SHIDKEHH:A apTepia/IbHOTO TUCKY —
HENPUTOMHI CTaHU. 3araibHMUI CTaH AUTHHMU 3a3BMYall
He nopyumryerbea. i apuina TpuBaioTth Bifg 3—5 no 30
XBI/IVH IIOTIM CaMOBOJIi 3HUKAIOTH [6, 13]. [JopeuHo 3a-
YBaKUTH, L]0 BKa3aHi «HaIaju» BUHMKAIOTb Iepiofgny-
HO, i 3 BIKOM ITOBHICTIO 111€3aI0Th.

Y xBopux Ha cucreMHUII M 10 OCHOBHUX CUMIITOMiB
IpUENHYIOThCs 60/ B KiCTKaX, sIBUINA OPOHXOCIA3My
i actmonopibHi cumnTomy, posBUTOK aHadimaxcil. 3i

cropoun IIKT: 6omi B »xuBOTi, HyAgOTa, O/MI0BOTA, [jia-
pes, CMHpoM Manbabcop6buil. 3a paXyHOK IpopyKuii
TK remapmHy BUHMKAIOTb T'eMOpATi4Hi CUMOTOMU. Y
TOPOCINX, XBOPUX Ha cucTeMHMII M yacTime sycrpiva-
IOTbCAl CIIOHTAHHI IIEpe/IOMM BHAC/IiIOK OCTEOIIOPO3Y,
OCTEONeCTPYKILif 3 BUPAXKEHUM KiCTKOBO-00/IBOBUM
CUHAPOMOM. PO3BUTOK OCTEOIIOPO3Y IMOBIPHO 0OYMOB-
JIeHUI IOpYLIeHHAM 6alaHCy MK ocTeobmactaMu i oc-
TEOK/IACTaMM B CTOPOHY aKTUBi3allii OCTaHHIX IIif| €0
remapuny [6, 13, 30].

ITiemenmHa Kponue’siHka € HaMIIOMNpeHimow ¢op-
MOI0 cepef KipHOro M B AUTAYOMY Billi, IO Bifi3Ha4a-
erbesi y 70—90% xBopux [11, 16, 21]. INepuri BucumnaHHs
BUHMKAIOTH, 3a3BMYall, Ha Tyny6i OUTUHU 1Ie B Iepiof
HOBOHAPOJPKEHHOCTI, KI/IbKICTD X IIBMKO 30i/IbIIYETD-
€Sl IPOTATOM IEPLIMX [ABOX POKiB XXUTTA OUTUHU. Bu-
CUIIaHHA NPe/ICTAaBIEeH] MaKy/IaMI i ITaIly/laMy Y€PBOHO-
KOPMYHEBOTO, YKOBTYBAToro abo >KOBTYBAaTO-KOpPUYHE-
BOT'O KOJIbOPY, O 3/IETKA 3[i/IMAIOThCS HAJ| IOBEPXHEIO
IKipy, iHoAi npencTasieHi Bysnamn. Y 3B’A3Ky 3 Bupa-
JKEHOIO KJIIHIYHOI0 Pi3HOMaHITHICTIO €/IEMEHTIB BUCUII-
KM, BUJ/IAIOTH MOHOMOpP(HMIT i momiMopdHUI TUIIN
MaKyJo-namynbosHoro M [2, 4, 16, 18].

Macmoyumoma 3yCTpi4a€eTbCcA BIHOCHO PifKo, ane
3a MaHMMM DPi3HMX ABTOPIiB BiIMiYa€TbCA [leAKa PO3-
6ixHicTp Bix 10 o 40% xBopux Ha M. Iliguac ormany
MAL[i€HTIB BUABIAETbCA ONVH a00 eKi/bKa e/IeMEeHTIB
PO>KEBO->KOBTOTO 200 KOPMYHEBOTO KOTIbOPY PO3MipoM
Bif 1 0 5 cM, 110 3i/IMaIOTbCA Hafl IOBEPXHEIO LIKipH.
MacronnroMa pO3LiHIOETbCA, K TBepAa BOOpOsKicHa
IYX/IMHA, IKYy HeOOXi[JHO HiarHOCTYBaTH 3a pe3y/brara-
mu biomncii [1, 2, 24].

PiBeHb cMpPOBaTKOBOI TpUINITa3M Py O3HAYEHUX POp-
Max M, sIK IpaBuUIIO, He 3MIHIOETHCA. Y OiMbIIOCTi BI-
[a/IKiB perpec BUCUIIAHD TPUBAE [IO IyOEpTATHOTO Iie-
pionmy. YckIafHeHHS IPaKTUYHO He Bifj3HavaroThbeA [8, 9,
12].

Jugysnuii wkipnuii M € BKpail pigkicHoo ¢opmoro
mkipHoro M. IIposBnAeTbcs reHepani3oBaHOK epuTe-
MOIO 3 KOBTO-TIOMapaH4€eBMM Bi[ITIHKOM, B MeXaX AKOi
IIKipa ITOTOBIIEHA 3a TUIIOM IaxifiepMmii, i MoXe Cympo-
BO/DKYBATUCh BUHUKHEHHAM BeIMKUX IyXMUPiB. 3MeH-
IIEHHA KiZIbKOCTI IyXMpiB BifI3HAYa€TbCA BIPOFOBXK
nepunx 3—4 pokiB XXUTTA. PiBeHb cpOBaTKOBOI TpUII-
Tasy 3a3Byyail mipBuiieHni. Ilepebir 3aXBOpIOBaHHS Y
LIMX MalieHTiB Ma€ CXMIbHICTD IO XPOHIYHOTO, a MifBU-
LIEHNI PiBEHb CHPOBATKOBOI TPUIITA3M i 3ay4€HHS JIO
IIATOJIOTIYHOTO IPOLECY iHINMX OPraHiB € IPEAUKTOPOM
pO3BUTKY cucteMHoro M i ycknaguens [8, 9, 22]. Ykasani
cumnToMy kKipHoi popmu M B JiiTeil MOXKYTb BUHMKA-
TM, SIK CIIOHTAHHO TaK i ITif €10 IPOBOKYIOYNX (PaKTOPIB,
1110 BUK/IMKAIOTD Jierpanyianito TK. e Tpamnsaerbes npu
Tepti a00 CTHUCKY JUIAHOK IIKipY TICHMM OfArOM, Hepe-
OXOJIOIKEeHHI, ITpuiioMi rapsidoi BanHM abo pyma. Cepep
€MOLIiIVIHMX TPUTEPIB BiIMiYalOTh: CTpPeC, CTPaX, 3aHEIO-
KO€HHSA Ta IU1a4 anTvHu. Hepinko anadimaktuyny peax-
1110 MOXKYTb BUK/IMKAT! YKycu KOMax Ta 6/pKin. Ocobmm-
BY yBary CJifi DIpUAIIATU AiTAM 3 M B mepiofi ToCTporo
pecIipaTOpHOTrO 3aXBOPIOBAHHA, KO/ NPU3HAYAIOTH He-
CTEpOIfHI NMPOTU3AA/IbHI IperapaTu, AKi MOXYTb IIPO-
BOKYBAaTH 3arOCTPeHH: XBopoou [2, 13].
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Y 2016 poui K. Hartmann i cniB. cucremarusysanm
KJIiHiYHI BiIMiHHOCTi mKipHOTO M B fIiTell i JOpOC/INX Ta
BU3HAYM/IY IPOTHOCTUYHI KpuTepii. 30KpeMa, BOHU pe-
KOMEH/YIOTh TUIIOBi MaKy/IO-IIaIly/IbO3Hi IIKipHi BUCH-
nu (UP) mopinaTy Ha 2 BapianT, @ caMe MOHOMOP(HMIT
TUII 3 HEBEIMKMMY MaKy/I0-Ialy/IbO3HUMM BUCUIIAMMA,
AKNIT B OCHOBHOMY CIIOCTE€PIra€ThbcsA B JOPOCIMX Halji-
€HTIB 1 HomMOpHMIT BapiaHT 3 KPYIHMUMM BUCHIIAMM
pisHOrO po3Mipy Ta ¢popMu, IKUIT 3a3BUUAIL CIIOCTEpira-
erbcs cepeq piterl. KniniuHi criocTrepexxeHHs CBifyarh,
[0 MOHOMOP(QHMUIT BapiaHT, AKIIO BiH PO3BUBAETHCA B
mirteil, yacTo 30epiraerbcs i B fopocioMy Billi, TOA AK
noniMopQHMIT BapiaHT MOXKe perpecyBary B Iiepiof cTa-
TEBOro jospiBaHHA. lle posmeXyBaHHA Mae BaXkK/IMBi
IIPOTHOCTMYHI HACMigKM, 1 MOXXe PEKOMEHMYBATUCA 10
BUKOPUCTaHHS, SIK A1arHOCTUYHMIT aroput™m [16].

Krniniuna kaptuna cucmemnozo M nos’s3ana 3 indine-
Tpaniero TK opraniB i TkaHWMH, [0 TPU3BOANUTDH [0 iX
36inbleHHs | mOpyIueHHsA QYHKLiL. Y XBOPUX PO3BU-
BA€ThCs TeIIaTOCIIEHOMeTasis Ta miMdornpornipeparus-
Hit CuHApPOM. IIpy 11bOMY B IMaTOMOTiYHMI TPOLIEC IKi-
pa Moxke i He 3anmyyarnca. Bucoka aKTMBHICTb MacTo-
[UTIB 3 BUBIIbHEHHSM 0i0IOTiYHO aKTMBHUX PEYOBUH
00YMOBJIIO€ IHTOKCHKAILIiI0, IPU/INBY, TAPAUKY, 3HVDKEH-
Hs1 MacH Tina, mpoQy3Huit miT, mopyueHHs GyHKIl cep-
LIeBO-CYAMHHOI (TaxiKappis, reMOpariuHuii CHMHEPOM),
TpaBHOI (#iapes i BMpa3KoBi ypaskeHHs) i KiCTKOBOI cyc-
TeM (ocTeonopos, octeodibpos) [9, 10, 12, 16].

JliarHo3 M 1IKipy BCTAHOBJIOIOTH Ha MifCTaBi Kili-
HiYHOI KapTMHM (XapaKTepHUI BUCUI) i TiCTOMOriYHUX
mauux (doxanbHa abo mudysHa indinprpanis TK) 6e3
O3HAaK CUCTeMHOro M. BaXIMBMM IaTOTHOMOHIYHVIM
CUMITOMOM WIKipHOrO M € NO3UTUBHUII CUMIITOM
Hap’e-Yuna a60 «peHoMeH 3aiiMaHHsI» — KOJIM P TIO-
TUpPaHHI MaKyny, abo Hic/1A TOTOPKaHHA [0 Hel TelnM
IpeIMeTOM, HEBIOB31 3'IB/IAIOTHCS IOUEPBOHIHHA 1 Ha-
OpsIK LIbOTO e/IeMeHTy — BiH HaOyBae IyXMpernogioHo-
ro BUIMIAAY. BapTo mam’sitaTy, 1o 1ieil CUMIITOM MOXXe
OyTH BifCyTHIM IIpu MacTOLMTOMI T4, SKIIO BUCKII OyII0
TPaBMOBAHO 3a 2—3 [Hi O KOCTimKeHHs (BifHOBIEH-
Ha rpanyn TK BinbyBaerbcsa npotsarom 48—72 romus)
[7,10, 21, 24].

Hai6inbmr 06 €KTMBHUM IIOKa3HMKOM B [iarHOC-
TUYHOMY QAJITOPUTMi IIOCTAHOBKM JiaTHO3y AMUTAYOTrO
M € BM3HAYEHHSA PiBHIO TPUIITa3M y CUPOBATLi KpOBi
(tabn.1) [8, 12, 22].

Tabnuus 1
IHTepnpeTauis 3Ha4eHb CUPOBATKOBOI TPUNTAa3n Y XBOPUX

Ha MacTouuTo3
(apanToBaHo Dirk Van Gysel i cnis., 2016)

PiBeHb TpunTasu HiarHo3

< 20 Hr/mn, 6e3 KNiHIYHMX
NposiBiB CUCTEMHOCTI

LLkipHW1in M

20-100 Hr/mn, 6e3 KNiHIYHKX
NPosiBiB CUCTEMHOCTI

LLKipHWA M, MOHITOPUWHI 0O
nybepTaTHOro nepioay

> 20 Hr/mn, 6e3 perpecy
BMCUNIB y nocTnybepTaTi

Mipo3pa Ha cuctemHmin M,
[0CNIOXXEHHS KICTKOBOrO
MO3KY

> 100 Hr/mMn, KNiHi4YHI NPOsiBY
CcUCTeMHOCTI, 6e3 perpecy
BUCUNIB

JocnigkeHHs KicTKOBOro
MO3KY

Y Bumapkax, Koay HeMa€e MOX/IMBOCTI JOCTIAUTY pi-
BeHb TPUIITA3) B KPOBi, BUPIlIaJIbHUM KPUTEPIEM MO-
XY Thb 6yTI/I mani Y3]] meuiHku Ta cenesinku, 6iomcia
KiCTKOBOTO MO3KY.

Ina Bepudikanii crucreMHOro M BMKOPMCTOBYIOTDH
niarHocTuyHi Kputepii BOO3: Benmkuit kpurepiit —
mwinbHa inginprpanis TK (o 15 i 6inpiie kaiTHH) B KicT-
KOBOMY MO3Ky a00 iHIIilf TKaHMHI, OKPIM IIKipy; Maii
kpurepii: 1) arunosi TK; 2) Hetunosuit gpenornn TK
(CD25+ a6o CD2+); 3) piBeHb TpuUNTa3u B KPOBi Bulle
3a 20 Hr/mi; 4) HasgBHICTb MyTawii B KopoHi 816 c-KIT
B KJIiTHHaX HepudeprIHoi KPOBi, KICTKOBOTO MO3KY a60
Bpa)K€HMX TKaHMHaX. /liarH03 BCTAaHOB/IIOETbCA IIPU Ha-
ABHOCTi OJJHOTO BEMKOTO Ta OJJHOTO Majioro KpUTepiro
ab0 TppOX Manux Kpurepiis [7, 18, 26].

JIiKyBaHHA XBOPMX HOCUTb CUMITOMATUYHUII Xa-
paKTep i CIIpAMOBAaHO Ha IIONEPEIKEHHA Ta NiKyBaHHA
aHadimakcii, a TAKOXX CUMIITOMIB aeprii, CBep6e>Ky, no-
YEpBOHIHHA LIKipK Ta MOPYIIEHHSA IPOLECiB TPaBIEHHA
[12, 16, 21, 29].

Bunapox 3 npaxrukn. Xinonuuk K. 11 mic., mepe6ysas
y HepiaTpuuHOMY BiffineHHi MicbKol KIiHi4HOI 6araTo-
npodispHOI miKapHi M. XapKoBa 3 [{iarHO30M TOCTPUI
06CTPYKTUBHMIT OPOHXIT.

JuTtuHa Bij mepuioi BariTHOCTI, fKa IpoTiKanza 3
reCTO30M IIepIIOl HOMOBUHM, (i3ioNOriYHMX MOMOTiB.
XJI0MIMK HAPOAMBCA B CTPOK 3 Macoo Tima 3100 1, mo-
BXUHOIW0 — 51 cM, 06BOJIOM TONMOBU — 34 cM, TPySHOI
KIITKY 33 CM, 3aKpU4aB Ofpasy, NPUKIALEHUN IO IPY-
neit depe3 30 xB. micisa HapopkeHHs. Ilepiog HOBOHa-
pomxkeHocTi — 6e3 maTosorii. Y momoroBomMy OyaMHKY
AUTVMHA BAaKLMHOBAaHA IIPOTY remaTUTy B Ta Tybepky-
nb03y. MaTu xBopie Ha 6poHxianbHy acT™y. Y Bili 1 Mic.
XJIOI4YMK OyB IepeBefeHNIT Ha IITyYHe BUTO{OBYBaHH:
y 3B’A3KYy i3 piskuM 3HVDKeHHAM nakrauii. Pisuannit
PO3BUTOK JUTMHIU XapaKTEPU3YBABCA AK HOpMaJIbHUI 3
IOUHaMiKoI0 30ibieHHsa Baru Ha 500—700 r moMicaus.
HeppoBo-ncuxivamii pO3BUTOK — 3a BiKOM.

Ha tpeTboMy TVOKHI XUTTS 6aTbKY HOMITY/IM Ha IKi-
pi AUTMHYU TOOAVHOKI >KOBTO-CUHI INIAMU PO3MipoM 1x1
CM B IIaXBOBii1 06/1acTi Ta Iif /IiBOIO JIONATKOIO, AKUM He
NpUany 3Ha4eHHA, PO3LIHMBIIN IX AK CUHIII BHACTiJOK
HeB/Ia/IoT0 TPYMaHH:A IUTUHY Ha pyKax. KinbKicTb nmsam
Ta IX XapaKTEPUCTUKI 3a/IMLIA/INCA HESMIHHUMU JIO 3-X
Mic, 6aThKy 3a MEIMYHOKI JOIIOMOTOI0 He 3BEPTa/INCA.
Y Bini 4 Mic posmipu 1AM Ta iX KinbKicTb 301MbIININCH,
BOHU HaOy/IM 4epBOHOTO KONbOpY. JiIbHUYHYM Iefia-
TPOM IIPU3HAYEHO HeCEeHCUOINi3yiouy Tepalliio MpoTs-
roM Box TIoKHIB. ITpote edexTy Bin Tepamii He 6yro i
AuTyHa Oy/la HaIpaB/IeHa Ha KOHCY/IbTALIIO /10 TiKapiB-
CIeIia/liCTiB: HEBPOJIOTa, OpTOIefa Ta [EePMAaTOJIOra.
BusBneHo: ToHycHi mopyiueHHs Ha (OHi IillOKCUMYHO-
imemiyHoro ypaxenHs LIHC, momipHa fAncnnasia Kynab-
IIOBYUX CYITIO0iB; TiKapeM [JepMaTo/lIOrOM BUCTaBIeHUI
IiarHO3: MirMeHTHa KponmB ssHKa? [IMTVHA HalpaB/ieHa
Ha JI0fjaTKOBe 00CTe>XeHHs. baTrbku pexomeHpanil mika-
Ps1 He BUKOHAJIN.

Y 6 Mic. B X/IoIT4MKa BIIEplIe PATOBO 3 ABUIOCH II0-
YEePBOHIHHSA IIKipM 06/IMYYst Ta 1K, pi3ke MOYEPBOHIH-
H# B 00/1aCTi MIrMEHTHYX IUISIM, BUPaXKeHe 3aHEIIOKOEH-
Hsl, IO TPUBAJIO MPOTATOM 15-20 XBUIMH i CAMOCTIiTHO
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3HMKJIO0. XJIOIYMKa OIIAHYTO iH(peKIioHicTOM Ta anep-
rosoroM. [HdexIiliHa Ta anepriiiHa IpUpoaa 3aXBOPIO-
BaHHs BUKIIOYeHi. [JuTMHa BApyre Oyna HaIpaBieHa
Ha KOHCUIIYM [epMaTOJIOTiB, AKMII KOHCTaTyBaB HasAB-
HICTb y JUTHHM HIrMeHTHOI KPOIMB IHKM, 8 HallaJoIlo-
IibHe TOYEPBOHIHHS HA T/ 3aHENIOKOEHHsS PO3IiHEHO
AK QrammHr-cuHApoM. A migTBepIKeHHA AiarHO3y
PEKOMEH/IOBAHO IIPOBefieHH 6iomcii 3 ypaxkeHol fi/IaH-
K1 ab0 B3ATTS PIIMHM 3 IIYCTY/IM, SIKA MOXe 3 SIBUTHUCS
Iifyac 4eproBoro (UIALIMHIY Ha HAsABHICTb CKYIYeHHs
Ty4HUX KIiTuH. [TpoTe 6aTbKy Bif momanbiioro obcre-
»KeHHA BigMmoBmnuca. Hactynui micani ¢ammsr mo-
BTOPIOBaBCA Ille ABivi: y Binji 7 Ta 10 Mic., CYIIpOBOMIXY-
BaBCsI 3HAYHUM CBepOeXeM ypaKeHUX AiITHOK MIKipy,
301/IbILIICHHAM y PO3Mipax, IOYepBOHIHHAM MirMEeHTHUX
1AM, CVJIBHUM 3aHEITOKOEHHAM JUTVHMN.

Ilig 9ac ornAny y BifJi/IeHHI CTaH OUTUHU CepefHbOI
B)KKOCTI, B’sI/Ia, alleTUT 3HIDKEHUIT, BUpaXKeHa 3afIuIlIKa
110 60 3a xB., Temneparypa cy6gebpunbHa o 37,5°C. di-
3MYHUI PO3BUTOK HOPMaJIbHMII (aHTPOIIOMETPIUYHI I10-
KasHUKM B Mexax +1 SD). HepBoBo-Icuxiuumii posBu-
TOK uTuHY 32 BikoM. IlIkipa 61ifa, Ha TYTy6i MHOXMHHI
TiNEepPIirMENTOBAHl MaKy/IbO3HO-IIAITY/IbO3HI €IEMEHTH
miametpoM Bif 0,5 1o 3 cM (puc. 1, a, 6). ¥ ginauni cepen-
HbOI TPETVHY CIIVHY CIIPaBa BifIMiYa€TbCA KalliIApHa re-
MaHrioma poamipom 0,5x1 cM 3 4iTKuMM KOHTypamu (puc.
1, B.). Cummrrom Jlap’e-Yuuu nosutusHumit. Ilifmenensi,
HOTIWINYHI, aKCWIAPHI Ta I1axoBi niMdariyHi Bysmm pyx-
nmBi, 6e360micHi, 1o 1 cm B piamerpi. KictkoBo-M's130Ba
cucrteMa 0e3 ITaTO/IOTIYHMX 3MiH, BeJIMKe TiM 4Ko 1x1 cM,
Kpai minpHi. CM30Ba 000TIOHKA 3a/IHBOI CTIHKM TTIOTKU
SICKpaBO TillepeMOBaHa, YncTa. Murmanuku He 36imbiie-
Hi. IlepkyTOpHO HaJ| JIereHsAMM — KOPOOKOBUIT BifTiHOK
3BYKY, ayCKY/IbTATMBHO — Ha (OHI KOPCTKOTO [IMXaHHS]
BUCITXOBYIOTbCA 6araTo CBUCTSAYNMX XPUIIB 3 000X CTO-
pin. Ipanuni BifHOCHOI cepleBOi TYNOCTi B MéeXax Bi-
KOBOI HOpMU, ayCKY/IbTaTMBHO — TOHM CEPLiA PUTMIiuHi,
yycri, sicHi. JKuBit mpaBubHOI OKpyTIol popmu, M SIKUIL.
ITeuinka + 2 cM, HoMipHoi minbHOCTI, 6e360TicHa, Kpail
TOCTPMIL, Cele3iHKa He 36iblneHa. BUopo)KHeHH: Kall-
KOITOHiOHi, 6€e3 MMaToMOriYHNX JOMIIIOK. CevoBuUITycKaH-
HS BinbHi, 6e3601icHi.

JTaboparopHe 0OOCTeXeHHs: KTiHIYHMII aHaIi3 Kpo-
Bi: epurponuty — 4,33 I'/n, HB — 120 r/n, Kn — 0,83,
tpomboruT — 184 I'/m, neiikoruty — 5,98 T'/n, IIOE —
2 mm/rop., eosuHodinu 3%, Heittpodinm: c¢/a — 19%,
/st — 2%, moHoruT — 12%, mimdonutn — 64%. Yac
3roptaHHs Kposi 1’50”—3°20".

Ins Bepudikanii giarnosy M npusHaueHO KOCTiKeH-
Hs PiBHIO TPUIITA3Y CUPOBATKM KPOBI, IKa CTAHOBIU/IA —
18 H/mm.

Kniniunmit ananis ceui 63 maTonoriYHNX 3MiH.

[Tpn Y3]] opraHis yepeBHOI IOPO>KHMHM IATOIOTII He
BUABJIEHO.

KoHcynprania mepmaronora: MKipHMII MacTOLMTO3,
noymiMopdHMII TUII, MaKy/Io-aIly/Ibo3Ha GopMa.

JuTrHa BuNucaHa i3 cranioHapy 3 peKoMeHJaliaMu:
JMCIIAHCEPHUI HAITIAJ IefliaTpa Ta JIepMaTosiora. YHu-
KaT) BIUIMBY IIPOBOKYIOUNX (paKTOpiB, 10 IIpK3BeENe 1O
3arOCTPeHHs XBOpOOH, a caMe: HafMipHOro TepTs abo
CTUCHEHHS [IITHOK IIKipU OfATOM, IIepeoXO/IO[KeHHH,
IpUIIOM rapsdoi BaHHM a0 [ylla, IPUIIOMY HeCTepo-
IgHUX TDpOTM3aNa/JbHUX IIPENapariB, YKyCiB KOMax Ta
OJ>KiJI, HeTaTVBHMUX €eMOLII.

OTxe maHmit KMiHIYHNMI BUNIA[IOK BKA3ye Ha Te, IO:

1. BapiabenbHicTp BUCHUIIKM B [iTell HEPIIKO MOXe
IPU3BECTH HO IOMUIKOBOI [IiarHOCTUKM, B 3B’SI3KYy 3
TUM, WO B HefiaTpuuHiil mpaktuui mwkipHi dopmu M
YacTO CIIPUIMAIOTHCA AK MPOSABU AJIEPTIYHUX 3aXBOPIO-
BaHb LIKipu.

2. 3HaHHA KIHIYHMX (QOPM MacTOLMTO3y, TaKTH-
KJ BEJIEHHs TaKUX XBOPUX CHPUAIOTH CBOEYACHIN Jia-
THOCTHUIIl 3aXBOPIOBAHHs Ta 3alOOIraHHIO CepIIO3HMX
YCKJIaJHEeHb: aHTiOHEBPOTUYHUIT HAOpAK, aHadimakcis,
racTpO-iHTeCTUHAJIbHI, CEPLIEBO-CYANHHI Ta HEBPOTNY-
Hi IIOPYIIEHHA B [iTel.

3.Y pireit Haitbinb1I yacTo0 popmoio M € mikipHa, a
caMme IirMeHTHa KPOINB sIHKa, TeO0T SIKOI MOXKe BiMi-
YaTUCS 3 HeOHATa/lIbHOro nepiony. Husbka o6isHaHicTD
IefiaTpis, JIiKapiB 3arajJbHOI MPAKTUKM Ta JEPMATOJIO-
riB Ipo HasABHICTH MIKipHUX GopM 3 HecrenupiyHIMMU
IIposIBaMU B MALIIEHTIB JUTAYOTO BiKY, AKi perpecyiorThb y
nyOepTaTHOMY Billi, IPU3BOJUTD KO HeiarHOCTOBAHMX
BUNAJIKiB M.
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MacTonuTo3 B IpaKTHKe ceMefHOIo BpaJa

IIpod. T.B. ®pososa, mou. I.V. Tepemenkosa, non. H.®. Crerkosa
XapbKOBCKMI HallMOHAJIbHBIV MeAULIMHCKNUI yHuBepcuTeT M3 Vkpanmsl, r. XapbKoB

Kadenpa mponenestukm neamatpum Ne 1

B cTaThe npercTaBIeHo OmcaHvie PEIKOTO B JIETCKOM BO3pacTe 3a00/IeBaHVIsI — MaCTOIUTO3. VI3I0XKeHb! TaH-
HBIe 0 €r0 PacIpOCTPaHEHHOCTH, ITMOIATOreHeTIIecK e acTIeKThl, KIIVHIYEeCKVe TIPOsBIIeH s, 0COOeHHOCT
IVIarHOCTVIKY VI TIPVHIIVIIBI JledeHs. [IprBeieH KIMHIYIeCKMiI CITyYart KO)KHOTO MacToLuTo3a y pebérka 11
Mecsne. ObpariiaeTcs BHVIMaHVE CEMEVHBIX Bpadeil 11 Bpadell-Tle1laTpoB Ha CBOEBPEMEHHYIO IVIarHOCTVKY
IAaHHOTO 3a00JIeBaHNS B JIETCKOM BO3PacTe.

KiroueBble ¢J10Ba: MacTOLINTO3, TyUHBIE KIIETKY, [IETV, KOXa, TMTMeHTHas KpaIBHIIA.

Mastocytosis in practice of a family doctors

Prof. T.V. Frolova, L.I. Tereshchenkova, N.F. Stenkova
Kharkiv National Medical University
Department of Propaedeutic of paediatrics Ne 1

Abstract. The article presents mastocytosis — a rare disease in children, data on its prevalence, etiopathogenetic
aspects, clinical manifestations, diagnostic features and principles of treatment. A clinical case of cutaneous
mastocytosis in a child aged 11 months is presented. Attention is paid to family doctors and pediatricians on the
features of timely diagnosis of this disease in children.

Key Words: mastocytosis, mast cell, children, skin, urticaria pigmentosa.
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