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PEOKUNA CNYYAN KOXXHON ®OPMbI
MACTOLIUTO3A Y PEBEHKA CAXA

[aHHas cTaTbs nocesiweHa peakomy 3aboneBaHnio — MacTouuTosy y peGeHKa. Ha gaHHbIi MOMEHT aTnonorus 1 natoreHes 3abonesaHusi 4o
KOHLAa He U3y4eHbl, Mo npuynHe HebonbLLOW BCTpe4YaeMOoCTn AMarHoCTmka u rnevyeHune 4acTto 3aTpyaHEeHb. MacTtounTtos — pegkoe 3aboneBaHuve ¢
6J'|aI'OI'IpVIF|THbIM NPOrHO30oM y aeten. Bce getu ¢ AgnarHo3omM MacToumMTo3 AOMKHbI HAXOAUTLCS Ha AUCNAaHCEePHOM y4eTe n3-3a BO3MOXHOCTU pas-
BUTUS CUCTEMHbIX (DOPM 3aboneBaHus B cTapllem Bo3dpacTte. B ctatbe npuBedeH KIMHUYeCKnin CﬂyanI mMacTounTosa y pe6eHKa caxa.

KnroueBble cnosa: macTouunTos, pegkoe 3aboneBaHue, AncrnaHCcepHbIn YYET, anneprua, KpanmeHuua, HabnogeHwve.

This article is devoted to a rare disease — mastocytosis in a child. In Russia, this disease is registered with a frequency of 0.12—1 cases per
1000. At the moment, the etiology and pathogenesis of the disease are not fully understood. Mastocytosis is a rare disease with a favorable
prognosis in children. Due to the small occurrence, diagnosis and treatment are often difficult. All children diagnosed with mastocytosis should be
registered at a dispensary due to the possibility of transition to a systemic option at an older age. The article presents a clinical case of mastocytosis

in a Sakha child.
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BBepgeHne. Mactoumtos — retepo-
reHHas rpynna pegkux 3abonesaHum
MuenonponudepaTMBHON NPUPOAbI, Npu
KOTOPbIX MPOUCXOAUT U3ObITOYHOE HaKO-
nneHve n nponudepawms TyYHbIX KNeTok
B TKaHsiX n opraHax. B Poccun vactoTa
coctaenget 0,12—1,0 cnyyas Ha 100 000
HaceneHus [5, 6]. HecmoTps Ha reTepo-
FeHHOCTb KITMHWYECKOW KapTWHbI, Bedy-
lllee 3BEHO B MaToreHese MacTouuTo3a
3aHMMalOT  MOJEKYIAPHO-TEHETUYECKME
MexaHusmbl [4]. Mo MHeHuWo pspa as-
TOPOB, Y AeTel MacTouMTo3 — 3TO Bpe-
MEHHOE MpPOSIBNEHNE TUNEPPEaKTUBHO-
CTU TY4YHbIX KNETOK, OebloTupytollee B
paHHeM Bo3pacTe, NpoTekatLlee B Buae
KOXHbIX (pOPM U CMOHTaHHO perpeccu-
pytoLlee npu JOCTMKEHUN pebeHKoM ny-
©epTtaTtHoro Bo3pacra [1-3, 5]. HecmoTps
Ha MMEILLMECH KOHKPETHbLIE KpUTEPUX 1
pekoMeHAauun, AuarHocTuka macTouu-
To3a B Poccum conpsikeHa ¢ onpegeneH-
HbIMW TPYAHOCTAMU. Y4nTbIBass 0cobeH-
HOCTW TeuyeHusi 3aboneBaHusl, @ UMEHHO
CKITOHHOCTb K CMOHTaHHOMY camopa3spe-
LEeHNI0 Yy aeTen, GonbHbIM C MacToUM-
TO30M B MEPBYI o4yepedb Heobxoauma
KOHCynbTaTMBHas MOMOLLb, a 3aTtemM U
MegukameHTo3Has [5, 6]. CBoeBpeMeH-
Hasi KOHCynbTauMsa naumeHTa no noeoay
3aboneBaHns No3BonseT n3bexarb Npo-
MeANEeHNst B NeYeHnn, a Takke yxyaLe-
HWS Te4eHns 3aboneBaHusi, YTO MONOXM-
TENbHO OTPAXAETCS Ha KayeCTBe >XU3HU
nawlneHToB.
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KnuHu4yeckunit npumep. Mansunk U.,
1 rog 6 mec., caxa, poauncs nepBbiM
pebeHkOM B ceMbe B OOHOM U3 apKTu-
yeckux parnoHoB Akytun. Macca Tena
npu poxageHum 3200 r, poct 50 cm. be-
peMeHHOCTb npoTekana rnagko. Poapl
B CPOK, camocTtosaTernbHble. OueHka no
wkane Anrap 8/9 6anna. B nepuopg Ho-
BOPOXAEHHOCTM OTMeYanacb HeoHa-
TanbHag xentyxa Ao 1 mecsaua. Poc u
pasBuBarscs B Te4eHue NnepBoro roga rno
Bo3pacTty. [lo 1 roga Haxoguncs Ha rpya-
HOM BCKapMnuBaHuu. HacneacTBeHHbIN
aHaMHe3 He OTSroweH. Y Mambl atonu-
YecKku AepMaTuT.

B 9-mecsyHoMm Bospacte y pebeHka
Ha KOXe nuua, CN1HE 1 rpyamn nosiBUIMCb
BbICbINaHWA: arnemeHTbl guametpom 0,5-
0,7 cM, HenpaBuIbHOW opmbl, 6arpoBo-
KpacHOro LIBETA, CKIIOHHbIE K CIUSHUIO,
BO3BbILLAKOLMECA HaL MNOBEPXHOCTbLIO
KOXW. BbiCbimaHus nepuoguyvecku kpac-
Henu 1 Habyxanu nNpu HaTMpaHuu, Kyna-
HUM B Tennow Boge. Neanatpom gaHHble
BbICbINaHWs ObiNM pacLeHeHbl Kak re-
MaHrmoma.

B aBrycte 2022 r. pebeHOK no peko-
MeHJauun y4acTKOBOro negmaTpa Ha-
npaeneH Ha obcrnenosanue B MNegnatpu-
Yeckum ueHTp PBNe1-HLIM.

PebeHok ocmoTpeH Bpayom annep-
rornoromM-MMMYyHOOrOM. CocTosiHue
pacLueHeHO KaK YOOBIETBOPUTENBHOE.
CamouyBcTBME He HapyLweHo. MNpu oc-
MOTpPE Ha KOXe nuvua, rpyaM WU CruvHe
MHOXECTBEHHbIE KOPWUYHEBATOrO LBETA
3yasilime nsiTHa Unu nanynbl OBarbHOWN
U OKPYrron ¢popmbl, MecTamu crivea-
owmecss mexagy cobon. PervoHapHble
nuMmdarnyeckme yanbel He nanbnMpoBa-
nucb.  [Mepudepudeckne nmmdoyansbl
He yBenuyeHbl. He nuxopagut. 3eB cno-
KoeH. HocoBoe fAbixaHwe He 3aTpygHe-
HO, BblOENeHun HeT. B nerkux gbixaHue

BE3VKyNsipHOE, MPOBOAMMOCL MO BCEM
oTAenaMm, Xpunbl He MpOChyLINBanuChb.
YacToTta abixaTtenbHbix ABwxeHun (Y40)
00 22-24 B 1 MuH. TOHbI cepaua sCHble,
PUTMUYHBIE, LUYMbl HE MPOCIYLUMBAKOTCS.
YacTtota cepeyHbix cokpaileHun 118-
122 ynapoB B 1 MuH. XKnBoT mMsArkmn, 6es-
©onesHeHHbIn. [leyeHb, cene3eHka He
yBenuyeHbl. CTyn, Anypes He HapyLUEeHbI.
MocTaBneH npeaBapuTEnbHbIA Ana-
rHo3: MacTtouuTos. KoxHas dopma.

MapaknuHuyeckn: B oOWem aHa-
nuse kposu: remornobuH (HGB) — 122
r/m (PW: 120-160 r/n); aputpoumnTbl

(RBC) — 4,5x10?/n (PW: 4,1-5,2x10"%/n);
TpomMbouutbl (PLT) — 250x10°%n (PW:
150 — 450x10%n); nenkountbl (WBC)
-4,8x10%n (PW: 4,5 — 13x10%n); num-
douutbl (LYMF) — 37% (P 38-72%);
MoHouuTbl — 1% (PW:2-10%); nano4kos-
AepHble HenTpodunbl — 2% (PU: 1-5%);
cermeHTosiAepHble HenTpodunbl — 48%
(PW: 43 - 60 %); ao3uHodunbl — 12%
(PW: 0-5%); onpegenexnne COJ no lNak-
yeHkoBy — 10 mm/y (PU: 1-15 mm/M). o
[AaHHbIM 06LLEero aHanM3a KpoBu oTMeva-
€TCS NOBbILLEHNE 303MHOUIIOB.
Bruoxnmnyecknii aHanns Kposu: 06-
wmn 6enok 60r/n (56-75 r/n); ansbymuH
— 40 r/n (37-55 r/n), anaHMHaMnHOTpaHC-
depasa (ANT) — 43,43 Eg/n (meHee 40
En/n), acnaptaTaMMHoTpaHcdepasa
(ACT) — 36,4 Eg/n (meHee 40 Ep/n); ca-
xap kposu - 4 mmone/n (3,3-6,1 mmonb/n);
o6wmn 6unupybuH — 5,2 mone/n (3,4-
17,1 mkmonb/n), kpeatuHuH -— 38,5
MKMonb/n (35-110 MkMonb/n), MoYeBMHA
- 3,5 mmonb/n (4,3-7,3 Mmonb/n).
Pesynbratbl  UMMyHOrpammbl:  UM-
MyHornobynmH A — 2,3 r/n (PW: 0,21-
2,82r/n); nmmyHornobynui M — 0,68 mr/
mn (PW: 0,47-2,40 mr/mn); MMyHornooy-
nH G — 12,7 mr/mn (PU: 4,83-12,26 mr/
mn); uMmmyHornodbynud E — 150 EO/mn
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(PWN: 0-60En/mn); CD3+ — 65,00% (PW:
62,0-69,0 %); CD4+ — 35,00% (PW:
28,1-65,0%); CD8+ — 29,00% (PW: 26,0-
68,0%). 3aknoyenne: OTmevaeTcsa pes-
KOe MOBbILLIEHNEe COAEPXaHUst UMMYHO-
rmobynuHa E.

YpoBeHb 06Lero nMmyHornodynuHa
E — 340 ME/mn.

AHTUTENa K nambnusm u Kk Helico-
bacter pylori He obHapy>KeHbl.

AnneprockpuH: monoko — 1,5 ME/mn.

[Mpy ynbTpasBykOBOM ucCCrnegoBaHUm
OpraHoB OpIOLWHOM MOMOCTU: He3Hayn-
TENbHOE YyBENMUYEeHne pa3mMepoB cerne-
3eHku (56 MM X 21 MM), YTO COOTBETCTBO-
Bano BO3pacTHbIM HOpMaM.

OnpepeneHne ypoBHs obuien Tpunta-
3bl B CbIBOPOTKE KpoBM B rabopatopum
«lemotect» ImmunoCAP — 20 Hr/mn.
3akntoveHne: ypoBeHb obLel TpunTasbl
MOBBILEH, YTO MOXET CBUAETENbCTBO-
BaTb O KOXXHOM MacTOLMTO3e.

PebeHok  kOHCynbTMpOBaH [Agepma-
TOMOrOM: Ha KOXe TYNOBULLA U KOHEY-
HOCTEW MMEETCH MHOXECTBO enTo-po-
30BbIX, YPTUKAPHbIX, 3YAAWMX MSTEH,
nanyn. Ha koxe npv TpeHWM 3NeMEHTOB
OoTMeYarnoch 1x NokpacHeHve, obpasoBa-
HVWe BOnAbIpsi, YTO CBUAETENLCTBOBASIO
0 nonoxuTensHom cumnTome [apbe —
YHHBbI.

[narHo3 nocTaBneH Ha OCHOBaHWUU
BonblUINX KPUTEPUEB: MO XapaKTepHOW
KNMUHUYECKOW KapTUHE BbICbIN@HUA 1 No-
noXxutensHoM cumnTome [dapbe-YHHbl, a
Takke MO AaHHbIM NAabopaTOpHbIX aHa-
NM30B: MOBbIlEHNe 06LWen TpunTassbl
(20 Hr/mn) B CbIBOPOTKE KPOBU M AaHHbIX
WHCTPYMEHTarnbHbIX METOAO0B MWCCNeano-
BaHWA: yBenuyeHue ceneseHku. [lpo-
SABMEHUA CUCTEMHOrO MacTouMuTo3a He
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BblsiBNeHo. KnuHunyeckuin amarHos: Ma-
CTOLMTO3, KOXHas copMma. MurmeHTHas
KpanueHMLa.

PebeHKy HasHayeHbl aHTUrMCTaMMH-
Hble npenapaTbl (kannu 3uptek no 5
kanenb 2 pas3a B cyTkn 30 aHew,), Ha-
PYy>XHOE IeyeHune (SMONEHTbl U KOpPHe-
OMNPOTEKTOPbLl — KPEM 3MOSMYM, aToMuK,
noko6ens punea).

[JaHbl pekomeHgaumm: [ncnaHcepHoe
HabniofeHve y neguatpa, anneprono-
ra-uMmmMyHoriora u gepmaronora. luno-
annepreHHas aneTa: UCKMoYUTbL TBOPOT,
cblp, roBsiavHy. MeavkameHTO3Hast Te-
panusa: aHTUrMCTaMMHHbIE npenaparhbl
anutenbHo o 1 mecsiua. NMpumeHeHne
3MOJIEHTOB M KOPHEOMNPOTEKTOPOB.

3aknryeHue. MacTouuTos, KoXHasi
dopma — pegkoe 3aboneBaHue C OTHO-
cuUTENnbHO GnaronpuATHBIM MPOrHO30M Y
aetei. Mo npuunHe HebornbLUOn BCTpe-
YaeMOoCTM AMarHoCTUKa YacTo 3aTpyaHe-
Ha. Bce petm ¢ macTounTo30M AOMXKHbI
HaXoAWUTbCA Ha AMCMAHCEPHOM y4eTe y
neguaTpa, anneproriora U gepmarorora
13-3a BEPOATHOCTM Nepexona 3abonesa-
HUS B CTapllem BO3pacTe B CUCTEMHYHO

thopmy.
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J1.1. Konbinosa, T.A. Hukonaea, A.A. Tannaxos,

FO.E. CemeHoBa

ULLEMUYECKWUN NHCYNbT Y NAUMEHTA
C BOJNNIE3HbIO MNAPKUHCOHA

B psine pabot BbisBneHo, 4To 6onesHb [MapkuHcoHa (BI1) cHukaeT cocyaucTbie dakTopbl
pucka 3a CHeT HU3KON aKTUBHOCTW CUMMNATUYECKOW YacTu BereTaTMBHOW HEPBHOW CUCTEMBI, Ha-
pyLUeHMs runotanamo-runogmsapHo-Haano4eyHUKOBOM OCK, @ TakxkKe 3a CHET neyeHns godamu-
Hepruyeckumu npenapatamu. MNpoTrBopeyrBble pe3ynbTaThl BbICKa3biBaeT P APYrMX aBTOPOB,
cornacHo koTtopbiM Bl cBsizaHa, HaNpoTMB, C YBENUYEHNEM pUCKa pa3BUTUSA UHCYNbTa. B aaH-
HOW cTaTbe MPUBOAUTCS KNMUHMYECKOEe HabniogeHne 3a nauneHTKow 78 neT C yCTaHOBMEHHbIM
aunarHosom B, y koTopoi pasBuncs uwemMmuiecknin MHeynst. O6cyxaatoTcs BO3MOXHbIE Mexa-
HU3Mbl COYETAHUS ABYX 3aboneBaHuii, BNMsiHWE HEMpPOAereHepaTMBHOMO NpoLiecca Ha NpoLecehl

BOCCTaHOBIE€HUA N CPOKKU rocnnTanmn3aunn.

KnioueBble cnoBa: 6one3Hb napKVIHCOHa, NLEMUYECKNIA WHCYINbT, HEMOTOPHbIE CUMMNTOMBbI,

KOFTHUTUBHbIE HapyLleHUs.

A number of studies have revealed that PD reduces vascular risk factors due to low activity of
the sympathetic part of the autonomic nervous system, disorders of the hypothalamic-pituitary-
adrenal axis, as well as due to treatment with dopaminergic drugs. Contradictory results are



