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Pe3rome. B craTbe npeacTaBiieHbl COBPEMEHHBIEC JaHHBIE 110 KOKHBIM M CHCTEMHBIM
dhopmam mactouuTo3a. MacTouuTo3 siBiseTcs peakuM 3adoneBanuem. Haubomnee yacteiMu
BapUAHTAMU SIBJISIIOTCS KOXKHBIM M WHJIOJICHTHBIM CHUCTEMHBIH MacCTOIIUTO3, PEKE BCEro —
Ty4HbIH Jeiko3. KimHuueckas kapTuHa MacTOLMTO3a PasHOPOAHA — OT MOPAKCHUHN KOXKH,
KOTOpbIE MOTYT CIOHTAHHO T[I€PEeXOJUTh JO0 arpeccuBHbIX ¢opMm 3abosieBaHus,
aCCOLIMMPOBAHHBIX C OPraHHOM HEIOCTATOYHOCTHIO M KOPOTKOW IMPOAOTKHTEIbHOCTHIO
xu3Hu. Ilo kmaccudukanuu BO3 (2016 r.) BblaeaeHO 7 TMOATUIIOB MaCTOLMTO3A.
JlnarHocTupyercsi Ha OCHOBAaHUU KIMHUYECKUX IMPOSBJICHUNM W BBIABJICHUS MHDUILTPATOB
OIYXOJIEBBIX TYYHBIX KJIETOK c UCII0JIb30BAaHHEM MOpP(OJIOTUUECKOTO,
UMMYHOTHCTOXUMHYECKOT0, UMMYHO(DEHOTHITUYECKOTO, TeHETHYECKOTO H MOJIEKYJISIPHOTO
MeToa0B. JleyeHue MactouuTosa, TpeOyeT riiyOOKOro NMOHMMaHHUS MX MOJIEKYJSPHOTO M
KJIETOYHOTI'O MaTOTeHE3a ¥ TOYHOM JTMarHOCTUYECKON OICHKH.

KiroueBbie ciioBa: MmactouuTos3, cumntoM Jlapee-Yuusl, Llerupusun, Munocraypus.

MACTOLHUTO3 BOIOHYA YUYPJAI'bI TYHIYHYK

M.B. Ycyb6aaues, A.A. Koitbaraposa, A.T. [llakuposa,
A.A. KoxxomOepauesa, M.K. OcmoHna/ines
N.K. Axyn6aeB aTbinaars! KbIprei3 MaMIEKETTHK MEIUIIMHAIIBIK aKaJEMUSICHI,
JumiomMro yeHMHKH YiH-0y100J1yK MeIMIIMHAHBI OKYTYY Kadeapachl KaHa
nepMaroBeHeposiorus kageapacel, bumkek, Keipreiz PecriyOinnkacsr

Kopyrynay. Makanaga MacTOLMTO3AYH TEpH jKaHa CHCTEMAMK (opmanapbl JKOHYH]10
3amMaHOan MaajeIMarTap KeATHpWwiIreH. MacTouuTo3 — ceiipek Kes3JIeuryydyy oopy.
MacrocuuTo3/lyH KeOyHuYe Ke3jeldy TypJlepy TepH JKaHa MHAOJIEHTTUK TapairaH
MacTOLMTO3, K33 Oup yuypiapaa — Mainyy KIETKalblK Jeiko3. MacTouuTo3ayH
KJIMHUKAIBIK KOPYHYIY T'€TepOreHyy — TepUHMH jKaObIpKallblHAH Oamirarn, ©3YHOH-03Y
WIITepUIIeT, OpraHJap/blH MINTEH YbITBINIbI JKaHA KbICKA OMYp MEHEH OailnaHbIIIKaH
OOPYHYH  arpeccuBAyy  TYpJepyHe  deiuH  sxketumn  bIkThiMas.  JICYHyH
knaccupukanusaceiHa  butadiblk - (2016),  macrouuTo3ayH 7 Typy — AHBIKTAITaH.
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MophonOrusIbIK, WMMYHOTHCTOXMMHUSIBIK, HUMMYHO(DEHOTHIITHK, TCHETUKAIBIK JKaHa
MOJICKYJISIPJIBIK BIKMAJIAPAbl KOJIIOHYJIYI, KIWHUKAJIBIK KOPYHYIUTOPAYH KAaHA HIMIIHK
Maiislyy KJIE€TKaJapblHbIH HHOUIBTPATTAPHIH AHBIKTOOHYH HETH3MHIE AMAarHO3 KOKJIAT.
MacTouuTo3y AapbhlIo0 YUYYH alapiblH MOJEKYJISPIAbIK jKaHa KIETKaJblK MaTOreHEe3UH
TEpeH TYUIYHYY KaHa TaK JMarHOCTHKAJIbIK Oaa Oepyy Tajan KbUIbIHAT.

Herusru Hapbe-YHHa

co3aep: Lletupusun,

MunocraypuH.

MacCTOIIUTO3, CUMIITOMY, J1apblIOO,

CURRENT CONCEPT OF MASTOCYTOSIS

M.B. Usubaliev, A.A. Koibagarova, A.T. Shakirova,
A.A. Kozhomberdieva, M.K. Osmonaliev
Kyrgyz state medical academy named after [.LK. Akhunbaev,
Department of Family Medicine before undergraduate education and Department of
Dermatovenerology, Bishkek, Kyrgyz Republic

Summary. The article presents modern data on cutaneous and systemic forms of
mastocytosis. Mastocytosis is a rare disease. The most common variants are cutaneous and
indolent systemic mastocytosis, less often obesity leukemia. The clinical picture of
mastocytosis is heterogeneous — from skin lesions that can spontaneously progress to
aggressive forms of the disease associated with organ failure and a short life span.
According to the WHO classification (2016), 7 subtypes of mastocytosis have been
identified. It is diagnosed on the basis of clinical manifestations and the detection of
infiltrates of tumor mast cells wusing morphological, i1mmunohistochemical,
immunophenotypic, genetic and molecular methods. Treatment of mastocytosis requires a
deep understanding of their molecular and cellular pathogenesis and accurate diagnostic
assessment.

Key words: mastocytosis, a symptom of Darier-Unna, treatment, Cetirizine, Midostaurin.

MacTouuTos — 3TO rereporeHHas rpymnma

HEOIUIACTHYECKHUX COCTOSIHUH,
XapaKTepPHU3YIOLIAsACS OIyXOJIEBOM
nposudepaunei KJIOHAJIbHBIX

(HEOIUIaCTUYECKUX ) TYUHBIX KIETOK B KOXE
M Pa3IMYHBIX BHYTPEHHUX OpraHax, TaKUX
Kak KOCTHBIH

MO3T, ceje3eHkKa,

nuM@aTuyecKkue  y3Ibl M KEIyAO4YHO-

KMILIEYHBIHN TpakT [1, 2].
Koxnoe

[NopaxK€HUue BCTPEHACTCA Y

OOJIBIIMHCTBA MaIUeHTOB. [TepBoe
ONHMCAHUE TUIUYHBIX (MUIMEHTHPOBAHHBIX)

NOpa)XK€HUH  KOXKHU  IpUHAUICKHT  E.

Nettleship u W. Tay (1869 r). Tepmun
«IMUTMEHTHasi KPanMBHULIA» TPEIIOKEH B
1878r. A. Sangster. B TeueHHe MHOTHUX JIET
CYMTAJIOCh, YTO  MACTOLMTO3 -  3TO
3aboneBanue koxku. OgHako B 1949 roay
DJUTMC OnUcall MEePBbIH CIy4all CUCTEMHOTO
macrouuto3a (CM). TepMuH «mMacToOLUTO3»
BBezeH B 1953 1. R. Degos.

Co Bpemenem CM cran xopowo
[IPU3HAHHOW JIMAarHOCTHUYECKOU €IAMUHULIEH,
psna  apyrux

obH dpyXHuBajlaChb ITHI'MCHTHasA KpalluBHHIA

XO0THA y MarnucHTOB

0e3 CHCTEMHOro BOBJIeueHMs. Takke Oblia
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OIMUCaHa JIOKAJIM30BaHHaA

(popma,
Ha3pIBaeMasi MactouuToMoi koxu [3]. B
ejaoM, oOcraerci B cuine  0a3oBas
KJIacCU(pUKalMsg MaCTOLUTO3a HA KOKHBIN U
cucteMHbIH. OHAKO B T€YEHHUE IMOCIIECAHUX
30 ner Obl1 omucaH pAd KIMHHYECKH U
INPOTHOCTUYECKH PA3JIMYHBIX CyOBapuaHTOB

KOKHOTo mactorurosza u CM [4, 5].

MacrouuTos SIBJISIETCSI peaKum
3a00JIeBaHUEM. B pa3IMYHBIX
HCCIIEIOBAHUSX Obl1a paccuuTana

3a0oseBaeMocTh 5-10 HOBBIX ciyyaeB Ha |

MJIH. HaCeJICHUS B roj.
PacripocTpaHeHHOCTD (orieHeHHas
SMUIEMHOJIOTHYECKUM HCCIIEIOBAHUEM,
npoBeneHHsiM B EBpone u B CIIA)
coctasiusier 1/60.000.

Haubonee 4acTBIMHU BapHaHTaMH
ABIAIOTCA  KOXKHBIM W HHJIOJEHTHBIN

CUCTEMHBIN MaCTOLIUTO3, PpeExKE BCEIO -

Ty4Hblll Jeiko3. Jletu mnoutu Bcernaa
00JICIOT KOXKHBIMU (hOPMaMU MacCTOLUTO3a,
y B3pOCHBIX K€ 4Yalle BCTpedaercs
MUTMEHTHAas KpAlMBHUIIA U MHJIOJCHTHBIN
CUCTEMHBIH MacToOUMTO3. Y  B3pPOCIBIX
MacTOLIMTO3 YaCTO MPOSIBISAETCA B BO3pacTe
ot 20 1o 40 ner, HHOIrAA JaXKe MO3XKE.
TyuHble KIETKH, WJIM MAaCTOLMUTBI —
MYIbTU()YHKIIHOHATBHBIE rpaHyJisipHbIC

KJICTKH, DﬁH&py}KeHHbIC BO BCEX TKaHAX H

opraHax. 3peyble Ty4YHble KIETKH, Kak
pPaBujI0, HAXOAATCSs B  TKaHAX B
HEIOCPEACTBEHHOU Onu3oCcTH oT
KPOBEHOCHBIX COCY/10B, HEPBOB 7}

KEJNE3UCThIX CTPYKTYp. OHHM 0coOeHHO

MHOI'OYHCJICHHBI B  KOXC, JKCIYIOYHO-

KALICYHOM TPAaKTe, JbIXaTEIbHBIX MyTIX U
TUMQOHIHON  TKaHH.

TyuHble  KIETKH

HMCHOT LHUTOINIa3sMaTH4YCCKHE rpanyJibl,
KOTOpPLIC COACPIKAT TMCTAMHUH H MHOKCCTBO

JAPYrux MeJHaToOpoOB BOCIIAJICHHUA.

3peble Ty4HbIE KJIETKU JKUBYT JOJITO H,

KaK TpaBWIO, HUMEIOT OrpPaHUYCHHYIO
cnocobHocTh K auddepenuupoke [6].
BbDKMBaEMOCTb TYYHBIX KIETOK OCOOEHHO
3aBHCUT OT HaJW4us (PakTopa CTBOJIOBBIX
kinetok (SCF) B oxpyxkawomeit cpeze.
TyuHsle  KJIETKM, TakKk Ke, KaKk H
CDI117,

TUPO3UHKUHA3HBIN

MEJIaHOIMThI,  IKCIPECCUPYIOT
TpaHCMEMOpaHHbIH
peuenTop, CBS3BIBASCH  C
(akTOpoM pocTa CTBOJOBBIX KJIETOK, B
HOpME obecrieunBaer nepenavy

CUTHAJIOB,

KOTOPBIH,

BHYTPHUKJIETOYHBIX
HEOOXOMMMBIX ISl TpoJudepanuu  Hu
b depeHIupoBKU
B3aumoneiicteue  kit-nporemna wu - kit-
JIMraHj a KOHTPOJIMPYETCs MPOTOOHKOI€HOM
c-KIT [8, 9].

Bzaumopeiicteue mexay KIT u SCF, no-

KJICTOK [7].

BUJIUMOMY, UTPAE€T CYLIECTBEHHYIO pOJb B
pa3Butuu Macrouutosa [10]. HaubGonee
pacnpocTpaHeHa COMAaTHYEeCKas MyTalus
KIT D816V,
YCUJICHHOM npoiiudepanuu TYYHbIX KIETOK

[2, 11]. Myrtauus D816V pexe BcTpevaercs

KOTOpast NPUBOAUT K

y JieTeid, 0COOEHHO y MalHeHTOB C KOXXHBIM
MactouuTo3oM. Jlpyrue wmyrtauuu c-kit,
BKIrouas V560G, D816Y, D816F, D816H u
E839K, Obuid MAeHTU(DUIUPOBAHBI B
TYYHOKJIETOYHOM  JIEHKO3e M  JIETCKOM
MacrouuTose [12].

[Tocne akTUBaMU ¥ JIETPAHYJISIUH
TY4YHbIE KJIETKH BBIICNISIOT U TE€HEPUPYIOT
MHOECTBO
CrocoOCTBYIOT

BOCITAJICHHIO.

MEJIUATOPOB, KOTOpBIE

aJNIepru4ecKomMy
[Ipusnakun  3abosneBaHus,
MIPOSIBIISTIOLIAECS npu MacCTOIUTO3¢E,

ABJIAIOTCH CICACTBHCM I[NOBBILLICHHOT O
COOCPIKAaHHUA TYYHBIX KIICTOK B TKaHAX H

BblCBOﬁO)KﬂCH U UX MCIIUATOPOB.
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BpICBOOOK/I€EHNE MEIUATOPOB TYYHBIX
KJIETOK BBI3BIBAET KAaK MECTHOE TKaHEBOE,
TaK M CHCTEMHOE BOCIAJICHHUE, MOCKOJbKY
OHM TIOINAJAIOT B KPOBOTOK. KilMHHUYECKH
Hauboee 3HaYMMBIM MEIMaTOpPOM
SIBJIIETCSl TUCTAaMUH. ['MCTaMUH JE€HCTBYET
yepe3 4YeThipe pa3iaudHbIX peuenropa, HIl-

COCYJHUCTYIO
Ba30/1MJIATALUIO,

H4, OIIOCPEIYIOLIHUX
MPOHHUIIAEMOCTb,

KENyI0YHO-KUIIEYHBIH ¥  OpOHXHaJIbHBIN
cra3Mm, BeIpabOTKY JKeyJO4HOW KUCIIOTHI U
3ya [13]. TyuHble KJI€TKH UMEIOT OOUIIbHBIE
npoTeasbl, KOTOPbIE COCTABIAIOT OOJIBIIYIO
4acTh OCJIKOB, MPUCYTCTBYIOIUX B TYYHBIX
KJIETKax, M TJaBHOM IIPOTEa30M SBISACTCS
Tpuntaza. OOmas Tpunrasa COCTOUT U3
3pesioi TpUNTAa3bl, XpPAHAIICHCS B IpaHyax
M BBICBOOOXKIAIOUIEHCS  TONBKO  IpHU
aKTUBAallM{, M HE3pesod (Ipo-) TpUITAa3BL,
KOTOpasi CEKpPETUPYETCs TYYHOM KIIETKOM.
0OBIYHO

YPOBHU

[Tauuenter ¢
UMEIOT ITOBBIIIICHHBIE

MaCcTOLHTO30M

CBIBOPOTOYHON TPHUITA3bI

Hpyrumu
MEIMATOPAMH  SIBJISIIOTCS

M THUCTAaMHHA.
KITMHUYECKH 3HAYUMBIMU
npocTarjaHjauH
D2 wn neiikorpuen C4. dakrop pocra u
BOCIAJIUTEIIbHBIC
NpOAyLHUPYEMbIE  TYYHBIMH  KJIETKaMH,
Birouarot UJI-3, NJI-16 u ®DHO-a [14].
Cornacno kinaccuuxanuu BO3 2016 r.,
CYLIECTBYET 7 MOJATUIOB MacTouuTosa [15]:
macrouutro3z (KM) —
KOXKH

HOHUTOKHHEI, TaKXKC

e KOJKHBIM
U30JIMPOBAHHOE MOpakeHHe
(KOCTHBIN MO3T HHTAKTEH);

e  HHJOJICHTHBIN CHUCTEMHBIHN
macrouutoz (MCM) — 06e3

MOPaYKEHUsI BHYTPEHHUX OPTraHOB;

MNpHU3HAaKOB

e TIEKIIHH CHUCTEMHBIH MAacTOILIUTO3
(TCM) — npu Hanuuuum AByX u Oosiee B-
MPH3HAKOB;

. CUCTEMHBIHU MacTOLMTO3,

aCCOLMMPOBAHHBIN c JIPYTUM
remartoJiorndeckum 3abosneBanuemM He TK
(CM-AT3);

e arpecCUBHBIN CUCTEMHBIH

MactouuTo3 (ACM) — npu HaJIWYUU OJJHOTO
u 6onee C-pu3HAKOB;

e Jeiikemusi TyuHbIXx kietok (JITK) —
npu BeisiBiIeHHMH > 20% TK B Maskax
koctHoro wMo3ra wiu > 10% TK B
nepudepudeckoit KpoBH;

e capkoMa TyuHbIX Kietok (CTK) —
uHUIbTpaLUs oprasa
HuskoauppepenuuposanubiMu - TK ¢
MOCIEAYIOLIEH 1eCTPYKIHUEH TKaHEH.

AnantupoBaHHast KJIaccupuKaius
MactouuTo3a BO3 (2016):

1) Koxubiit macToruros (KMLI):

® [STHUCTO-NANYJIE3HbIN KOJKHBIN
MAacCTOIIUTO3 (ITITKM)=nurmeHTHas
kpanuBHuua (I1K):

» MOHOMOpP(]HBIN THIT;

»  NONUMOP(HBIN THIT;

e uddy3HbIii KOXHBIH MaCTOLMUTO3
(IKM)

®  MacTOUMUTOMA KOXKH;

2) Cucremublii mactouuto3 (CMILI);

e uHaoleHTHeid CM (MCM)

e Tmierouuit CM (TCM)

e CMI C aCCOLIMUPOBAHHBIM
reMaToJIOrH4EeCKUM HOBOOOpa30BaHUEM
(CM-AT'H)

®  arpecCUBHbIN CUCTEMHBIH

MacTOLUTO3
e JICHKEMHS TYYHBIX KIETOK
3) Capxoma tyunbiX kineTok (CTK).

B  OonbpmmHCTBE CilyyaeB  JIMarsos
MacTOIMTO3a YCTaHABIIUBAETCS
KJIIMHUYECKH. EBponeiickon pabouen

rpymnoi nmo macrouutody B 2016 r. Obum
OIpE/EIICHbI CIEeYIOUINE TUArHOCTHYECKHE
Kkputepuu 3aboseanus [10].
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bonvwue kpumepuu:

e XapakTepHas KJIMHHUYECKas KapTHHA
BBICBITIAHUH;

® [0JIOKUTENIBbHBIM cumntoM Jlapse-
(MexaHHYeCcKoe BO3JEHCTBUE
BBI3BIBAET YPTUKAPONOJ00HbIE HM3MEHEHHS

KOKHBIX BBICBITIAHHUMN) [16].

VYHHEBI

Manvie kpumepuu.:
®  THCTOJIOTHYECKOE UCCIIEI0BaHUE
KOXHU;

e JIHK-npuarHocTuka MyTaluil resa c-
KIT B koxe.

JIJis yCTaHOBJIEHHUS IMarHO3a CUCTEMHBIX
(dhopm 3abosieBaHMs TaKkKe ObUT MPeIOKEH
psn kpurepueB. Tak, P. Valent u coasr.
YCTAHOBJICHHS

MacTOLIMTO3a

ONpeNeNuiIn, YTo IS
JIMar{Hosa CHCTEMHOTO
HEOOXOAMMO HalW4YUe OJHOTO TJIABHOTO
KPUTEpUST — TUIUYHBIX  KIMHUYECKUX
NpOSIBICHUH M OAHOrO MM JIBYX W3
CIICIYIOIIMX JIOTIOJHUTEIBHBIX KPUTEPHEB
[11].

OchogHble: MynbTH(DOKAIBbHBIE TJIOTHBIE
UHOUIBTPATBl MAcCTOLMTOB B Owuomnrare
KOCTHOT'O MO3Ta W/MJIM IPYroro opraHa (oB)
C MIMMYHOTVICTOXUMHYECKHM MCCJIEIOBAaHUEM.

Bmopocmenennoie:

1) bostee 25%
MacTOLMTOB B y4YaCTKaX KOCTHOI'O MO3ra
WIH JIPYTUX OpraHax WM HajJudue OoJjiee
25%

MAaCTOLHUTOB B KJIICTKaX KOCTHOI'O MO3ra,

UH(PUIBTPATOB

ATUTNTHAYHBIX MH()UILTPATOB

2) oOHapyKeHUE TOYEHYHOM MyTalUu C-
KIT B kojgoHe 816 B KOCTHOM MO3re WIIH
KpOBH, HJIM OHonTaTe oprada (oB);

3) ren c-KIT + TyuHble KIETKHM B
KOCTHOM MO3r€ WJIM KPOBHW, WJIH OpraHe
coBMecTHO ¢ 3kcmnpeccueit CDI117, CD2,
CD25;

4) KOHIIEHTpaLMsl TPUNTA3bl CHIBOPOTKH
kposH Oosiee 20 Hr/mi.

Cornacio BO3 (2016), cymecTByoT
ONpeJieJIeHHbIE  KPUTEPUH  JHATHOCTUKHU
CMLL. Jns MMOCTAHOBKH OUar’Hosa
HEOOXOAMMO HaJM4Hhe OJHOI0 IJIaBHOIO
KpUTEpUssT B  COYETAaHUM C  OJIHUM
JIOTIOJTHUTEJIbHBIM WJIH Tpex
JIOTIOJIHUTEIIbHBIX KPUTEPHEB.

Korma  gmarno3 CM  ycraHOBIEH,
NAal[MeHTOB  KJIACCU(DUIMPYIOT  COTJIACHO

Harpyske TK (B-npusznakam), KIMHUYECKOM
arpecCUBHOCTH (C-npusHakam) %)
MOPAKEHUIO JIPYIMX JIMHHUN remoro’sa. B
TO BpeMsi Kak B-KpUTepuu yKa3bIBalOT Ha
0O0IBIIYIO Harpys3Kky TK WITH

BOBJICYCHHOCTD HECKOJBKHX JIMHUH B

naTtoJiornyeckuit  mpouecc, Haiauuue C-
KPUTEPHEB YyKa3blBaeT Ha IOBPEKICHHE
oprana, BbI3BaHHO€ HHuiIbTpanueit TK
[17].

B-npusnakn (uapunbrpaums TK wim
¢ubpo3 oprana 06e3 HapyueHUS (GYHKIHH
oprasa):

e >30% TK B KM w/mnu ypoBeHb
TpunTasbl KpoBu >200HT/MII;

® IpPHU3HAKU JHUCIUTIA3UH WITH
MuUeonpoiudepauu B KOCTHOM MO3re, HO
KapTHHA KPOBHU B MpeJesiaX HOPMBI;

e remaroMeranmus  0e3  HapylICHUs
(YHKIIUU T€YEHU W/ MU CIUICHOMETaJus
oe3 TUIEPCIUICHU3MA, u/Wiu
nuM¢oaaeHONaTHS.

C-npusHaku (uHunbTparHs TK
NPUBOASALIAS K AUCHYHKLHH OpraHa):

® [UTOINECHHUA (remornooun<100r/m,
TpoMGouTeI<100x%10%/11,
ueitrpopuibi<l,0x10%/1);

® remaroMeramuss ¢ TPU3HAKaMHU
HapyueHust GYHKIMHU NEYeHU, aCLUT W/WIIH
NOpTaabHAasi TUIICPTEH3US;

®  OCTEOIEHUs/OCTEOU3NUC;

. CILICHOMCETAJIuA C
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TUIIEPCIUIEHU3MOM;
e manbabcopOuus ¢

rUnoanb0yMUHEMHUEH U OTEpEH Beca.
Haubonee pacnpoOCTPaHEHHBIM

KJIMHUYECKUM  MPU3HAKOM  MAacTOLMTO3a

(KaK KOHOI'0, TaKk U CHCTCMHOFO) ABJIACTCA

MUIMEHTHAas KpanuBHULA, KOTOpas
NpOSIBIIACTCS B BHJAE (PUKCHPOBAHHBIX
OypoBaTO-KpacCHbIX ISATEH WJIM THamyll,

pacIoJIOKEHHBIX Ha KOXKE TYJIOBHIIA H
KoHeyHOoCcTeH. CUMITOM ,[[apbe ABJIACTCA
Ba*KHBIM JUAT'HOCTHYCCKHUM IIPU3HAKOM IIPpH

KOYKHBIX MOpaXEHUIX MacTOLIMTO3a,
KOTOPBIM  3aKJIOYaeTCss B  TOSBICHUU
OT€YHOCTH M TIOKpacCHEeHW B oOiactu
BBICHITTAHU I npu MEXaHHYECKOM
BozaeiictBuun  Ha ouar [18]. KoxHbIi
MacCTOIMTO3 onpenensieTcs KaK

UH(UIBTPANUs TYYHBIMH KJIETKAMU KOXKH.

Kinnunuecku OIHCAHBI pa3InyHbIC
MO/ATHUIIBI KOXKHOT'O MaCTOLUTO3a:
MUIMEHTHAs  KpanuBHULA, JUPQy3HBIH
KOXHBIH  MacTOIIMTO3 W  MacTOLMTOMA
KOXKH.

[IurmenTHas KpaIriBHHILIA SBJISIETCS

Haubosiee pacnpoCTPaHEHHBIM BapUAHTOM
KM,
)KEIITOBATO-KOPUYHEBBIX  HJIU

KOTOPBIN  TPOSIBISIETCST B BUJE
KpacHO-
KOpUYHEBBIX IiATeH B auamerpe 0,5-1 cm,
WIN cierka MPUITOHSTHIX Haj
MOBEPXHOCTBIO KOXH mamyJ. [TopakeHHbIe
oOJilactu BKJIFOYAKOT TYJIOBHILIE U
KOHEYHOCTH, B TO BpeMs Kak JIMI0, KOXa
rOJIOBBI, JIAJJOHU U TMOJOIIBBI, KaK MPaBUIO
MonoMopHbI
[IIIKM XapaKTepu3ye€TCsi BBICBIIIAHUAMU
MaJIbIX pa3sMepoB (10 5 MM B AMAMETpE), a

NOJIUMOP(HBIN

HHTAaKTHBI. BapuaHT

BApUAHT  BBHICHITAHUSIMU
pa3IMyHOro pasmepa (4acTo KpYIHBIMH),
NpPE/CTaBICHHBIMUA OJLIKAMU M y3JaMH,

MMEIOIMMU TeHJCHIMIO K TpaHchopManuu

B IIATHA U namyJsl [19].

Huddysubrit

(AKM) mMoxer oxBaTbIBaTh

KOJKHBIH MAacCTOIIMTO3
o01mMpHBIE
y4acTKU KOkH. IT0 peakuit (1-3% cinydaes
KM) tsokensiii Bapuant CM, KOTOpbIH
BCTPEUYAETCSl MPEUMMYIIECTBEHHO Y JETEH.
JAKM MoOXeT MNOSBUTBCA IPU POXKIACHUU
(BpOKACHHBIH WMJIM HEOHATAJIbHbIM) WU B
panHem gercrtBe. [lpu sTOoM BapuanTe
MacTOLIMTO3a

OTMCYacCTCA

BO3HHKAKOT BOJIABIPH H
reHepaJin30BaHHas

IpUTEMA H YTOJILICHHE KOXKH.

y3bIpH,

MacrouuToma  KOXM  IPEACTABISET
(1-5¢cm),

Y3CJIIKOBBIX

coboi eIUHUYHBIN ouar

NPOSIBIIAIOIIMKICA B BHJE
MOPAXKEHUM KEITOro WM KPacHOTO IIBETa,
HEpeaKko ¢  oOpa3oBaHMEM  IY3BIPEH.

[IposiBiIsieTCSl IPEUMYLIIECTBEHHO B JICTCTBE

U B OOJBIIMHCTBE CIy4aeB MPOXOAUT
CIIOHTAHHO.
Koxubii MAaCTOLIMTO3 HUMeeT

OnaronpuATHBIA KIMHUYECKUI MPOTrHO3. Y

OONIBbIIMHCTBA JeTen HacTymnaer

[IOCTENICHHOE PAa3pelICHUE CHUMITOMOB H

HUCYE3HOBEHHE NTOPAKECHUM KOKH.
CucremHbII

MaCTOLOHUTO3 ABIISICTCA

reTeporeHHbIM 3aboJieBaHUEM v
BOBJICUEHHEM B MATOJIOTHYECKUIl Ipoiece,
o KpailHel Mepe, OJHOr0 BHEKOKHOI'O
opraHa (MOpaK€HHE KOXKH YacTo, HO HE
o0s3arenbHO0). [1OoCKONBKY KOCTHBIM MO3T
MOYTH BCErJla BOBJECUYEH, ero Owuorcus

SIBIISIETCS METO0M JMarHOCTUKH
CHCTEMHOT0 MacTouuTo3a. MHpuibTpanus
OpraHoB KJI€TKaMHU
NPUBECTH HE TOJIBKO K OPraHOMETalluu, HO

U K HapyweHu ux (QyHKUHH, a IpH

TYYHBIMH MOJKET

TOKENbIX  GopMax, MOKET Pa3BUTHCS
HEJIOCTAaTOYHOCTh KOCTHOIO Mo3ra ¢
aHEMHEH, TpoMOOIUTONIEHUEH /Wi

peuuauBUpyomre HHPEKUnUu (BCICACTBHUE
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Heiitponenun) [20].

NHAO0NEHTHBIM CUCTEMHBIH MAacCTOIMTO3
(UCM). HUCM
pacripoctpaHeHHoit ¢opmoit CM, Ha ee
JIOJTFO TIPUXOJAUTCS OKOJIO 2/3 BCEX Cy4aes.
O6b1uH0 Ip UCM mopakaeTcsi Kak KOxka,

SIBJISIETCS HauoOoliee

TaK ¥ KOCTHBII MO3T, IpU 3TOM B OoJiee ueM
90% cinyuyaeB HaOmIOJaeTCs MUIMEHTHAS
kpanuBHUa. O0bryHO MCM mnposiBusiercs
BO B3pociaom Bo3pacte. KocTHbIi MO3r
nopaxaercss nouytd B 100% cnydaeB u
OOBIYHO  COJIEPXKHUT  MYJIbTH(OKAIBHBIC
UHOUIBTPATBl TYYHBIX KJIETOK, HO IpHU
TOM TEeMaTOJIOTHYECKUX HAPYIICHUN WU
mucyHKIMU OopraHoB He HabOmojgaercs. B

UCM C-kputepuu He OTMEYAIOTCS, €CIU

K€ OHH IIPUCYTCTBYIOT, 3a0oJieBaHUE
nepexoaut B ACM.

Tnewomuit  CUCTEMHBIM  MaCTOLUMTO3
(TCM) — penxkuir Bapuant CMII,

ornuuaercs or MCM Oonee MaccuBHOM
nponudepanueil TyYHbIMH KIETKaMU H
ypoBHeM Tpuntasbl cbimie 200 mxr/n. Ho

naxxke npu TCM He 10mKHO OBITH
NPU3HAKOB KOCTHOMO3T'OBOM
HEJIOCTATOYHOCTH (BaXXHOE OTJIHWYHE OT
ACM).

CucreMHbI MAaCTOLIUTO3 C
acCOLIMMPOBAHHBIM reMaToJIOrHYeCKUM
HOBOOOpa3zoBaHUEM (CM-ATH), HE
CBSI3aHHBIM C TYYHBIMH KJIETKaMHU. OTOT
BapHaHT SBIAETCS BTOpPbIM  HaumbOoliee
YaCThIM MIOITUIIOM CHUCTEMHOT'0

MacrtorTo3a rnociie MCM, cocTtaBisiroluM
or 1/4 mo 1/3 CMIl. CMIl u apyroe
reMaToJIOrM4ecKoe HOBOOOpa3oBaHHE
OOBIYHO JIMAarHOCTUPYIOTCS OJHOBPEMEHHO
npu ouorncuu KOCTHOT'O Mo3ra.
Muenouaneie paccTpocTBa COCTABISIIOT
80-90%, B TO Bpems Kak JUM(pOHIHBIC

paccrpoiicTBa coctaBisior apyrue 10-20%.

[Ipornoz CM-AI'H 00bI4HO 3aBUCHUT OT
reMaToJIOrM4eckoro HOBOOOpa3oBaHUs, a
He ot CMII.

ATpecCHBHBIH CHUCTEMHBIH MAaCTOLIMTO3
(ACM)  saBusietcs  peakod  dopmoii
(npexacraBnsger TONBKO oOkoyo 5% Becex
nauueHToB ¢ CM), Xxapakrepusyrouiencs
o0mMpHON HMHPUIBTpALIMEH MOPAKEHHOTO
oprasa, ero nuchyHKIUEH H
HEJI0CTATOYHOCThIO. JlJId MOATBEpPkKACHUS
JIMarHo3a JI0JIKEH IPUCYTCTBOBAaThH XOTh

oauH u3 C-npusHaxos no BO3.

Jlerikemus TYYHBIX KJIETOK
(Ty4HOKIETOYHBIH JIENKO3)
XapaKTepH3yeTcs HaJIMYHUEM >20%
He3peiablX TY4YHBIX KJIETOK B  Ma3Kax

acriupara KoctHoro wmosra win >10% B
nepupepruyeckod KpoBH. ITOT BapUaHT
CMLI BcTpeuaercs peKO M MMEET IJIOXOH
nporuo3. IlanueHTtsl

JIeHKO30M

C TYYHOKJIETOYHBIM
SBIIAIOTCS ~ KaHIWJAATaMM Ha
NOJIMXMMHUOTEPAIIHIO, TPaHCIUIaHTALUIO
CTBOJIOBBIX KJIETOK MJIM MCCIIEA0BATEIBCKOE
JICUYCHUE.
TyuHo-Ki€TOUHAS

bopmoii
XapaKkTepU3YIOUIeCsl HaJMYMEeM COJIMIHOM
cojepKaien

CapkoMa  sABJIACTCA

peaKon MacCTOLUTO34,
OIyXO0JH1 (omyxomnei),

3JIOKa@4YC€CTBCHHBLIC TYYHBIC KJICTKH,

KOTOpBIC obnanarot NECTPYKTUBHOM

UHOUIBTPALUOHHOW  CHOCOOHOCTBIO |
METacTaTUYeCKHUM TMoTeHIuaiom. KMmeer
OUYCHb IJIOXOU MporyHo3 [21].

Jleuenne OOJNIBHBIX € MaCTOIUTO30M
HAYMHAIOT C CUMIITOMOB, OIOCPEJA0BaHHBIX
3yA,

TUIEPEMUS U IJIaJIKO-MBIIICYHBIN cra3Mm [2,

TYYHBIMH  KJICTKaMH, TaKHX KakK

5, 22]. HemanoBaXHbIM MEPOIIPUSITUEM TPH

JICYCHHH MacTOLIMTO3a ABIISICTCA

yCTpaHEHUe Crerupuyeckux TPUITEpOB,
MOT'YT

KOTOpPLIC CIIPOBOLIMPOBATH
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BBICBOOOKJIEHHE  MEIMATOPOB  TYYHBIX

kieTok. OHM MOryT BKIKOUYaTh B ce0s

¢usznueckue  (BakTopel  OKpyXKaroUIEH
AMOLMOHAJIbHBIH
JIEKapCTBEHHbIE  CPEJCTBA,
aHecTte3uss M T.Ja. 3yd H
KYIUPYIOT

H1-ructaMUHOBBIX

cpepl,
uHpeKuu,
NPUBUBKH,

crpece,

NIOKPAaCHEHHE 4acTo
O0kaTopaMu
peLenTopoB, TAKUMH Kak [ MAPOKCU3UH W
HE  CCJaTUBHBIMU  AHTUTMCTAMUHHBIMHU
npenaparamu, TakumMu Kak Lletupusun uinu
®dexcopenaaun. s AONOJHUTEIHHON
MOMOIIM MOKHO TOAKIIOYHUTH OJIOKATOPbI
H2-ructaMMHOBBIX PELIENTOPOB, TAKUX KaK
Panutuaun unu @amoruaus. Hexkotopsim
MalMeHTaM  Takke  OyJeT  MOJIe3HO
nobasieHne AHTHJICHKOTPHEHOBBIX
NpenapaToB MJIN CTaOMIM3aTOPOB MEMOpaH
TYYHBIX KJIE€TOK, KOTOpbIE TaKK€ MOIYT
00JIeTYuTh XKEITYJOYHO-KHILIECYHBIE
cumMnToMbl. HecMOTpst Ha Takoe JieueHue,
MAalMEeHThl 4acTO KaJyIOTCA Ha TOJIOBHBIE
6011, MOKpacHEHUs, JUAPEI0, METEOPHU3M U

DTO, CKOpee BCero,
YTO BBIIICYIIOMSIHYTHIE
MOTYT

r’MCTaMHH H

MBIIIIEYHBIE  OOJIH.
CBSA3aHO C TEM,
JIEKapCTBEHHBIE  CPEJCTBA  HE
MOJHOCTBIO ~ OJIOKMPOBATh
Ipyrue
Nmerorcs

MeIHaTOPbI KJIETOK.
CBEIECHUS 00

ucrnonb3oBaHuu Y D-u3nydyeHus crnekrtpa A

TYYHBIX
YCIICHITHOM

(ITYBA) B Tepanuu MacTOLMTO3a Y
B3pocaelx  naumeHtoB  [19].  Takxke
3 PeKTUBHBI TOMHYECKHE
KOPTUKOCTEPOUAB!  I0J]  OKKIIO3HOHHYIO

NOBSI3KY TMPH KOXKHBIX IOPa)KEHUAX, HO
apdexTsl npexo sy [20, 22].

JleueHue  CHCTEMHOro  MacCTOIMTO3a
NpeACTaBiIsieT CcOOOM CIOKHYI 3ajauy.
OnucaHo HCIOJb30BaHUE OHOJIOTHYECKUX
TakKuX  Kak

npernapaToB HNmatunuo,

Omanu3zymao.

Omanu3ymad CeNeKTHUBHO HMHIHOUpYET
ces3piBanue IgE ¢ BwicokoadpuHHBIME
IgE (FceRI),
pacroyoKEHHbIMUA HA MOBEPXHOCTH TYYHbBIX
KJIeToK U 0azoduinoB. UmaTtuHuO sBnsieTcs
UHTHOUTOpOM THUpO3UMHKHHA3bl. Ho B psine

perentopamu

HCCHeﬂ,OBaHHﬁ CTalo H3BCCTHO, qTo

OOJBHBIE C MACTOLIMUTO30M,

D816V
Tepanuu npenaparom MUMaTuHUO, U IHILIb B
peakux ciay4asx (peikue MyTaHTHBIE
¢opmbr KIT) GonbHbIE MOTYT pearupoBaTh

HMEIoIIHe

mytanuio  c-kit HE MOJIarTCs

Ha jeuyeHue [21].

3a nocineanue 15 ner Obl1 co3gaH psn
HOBBIX KOHLICIMIIMH JICYEHUS MaCTOIMTO3A.
dopmer  KIT,
ocobenno KIT D816V, GeccriopHo nexar B
ocHoBe maroreHeza CMIl, To0 ObuIM
NONBITKM  pa3paboTarhb
nperaparsl, HarnpaBJIeHHBIE TPOTHB 3TOTO
HauGouee

[TockonbKky  MyTaHTHBIE

IIPEANPUHSTHI

M3BECTHBIM
Mupocraypus,
UHTHOMpYET poCT

perenropa.
pUMEpPOM SIBJISIETCS
npenapar, KOTOPbIN

Heoriactuueckux TK,

pa3JInyHbIC

MPeICTABISAIOIINX

¢opmer  KIT,
Bkaouas KIT D816V. Kpome Ttoro, B
JIPYTUX
HauesnieHHslX Ha KIT, Musgocraypun takxke
HHIrUOUpyer [gE-3aBucumoe
BBICBOOOKIEHUE Haxkomnerr,

MYTaHTHBIC

OTIIMYME  OT Npenaparos,

rMCTaMHUHA.
coo00111a10Ch, 4TO
yppeKTuBeH y

nporpeccupyrouum CML, Bkmouas ACM

MUJI0CTAypUH
NMarueHTOB C

n JITK. B ywactHocTH, nanubie [ 1o06anbHOTO
ucciegoBaHus MujocraypuHa B pa3BUTHIX
CTpaHax MHpa CBHUIAETEIBCTBYIOT O TOM, 4TO
npenapar o00Ji1alaéT BBICOKOHM 4YacTOTOM
OTBETAa W JUIMTEIILHOM TEepaneBTUYECKOM
akTUBHOCTBIO. OnHako Mujocraypun He
reMaToJIOrHYeCKoM

BBI3BIBAET  IMOJHOH

pPeMHCCHH Y OOJIBHBIX C MPOrPECCUPYIOIIHM
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CMI] [12, 18, 23]. B nmoarpynne GOJbHBIX
ACM ¢ MeICHHBIM NIPOrPECCUPOBAHUEM, B
TOM YHUCJIE C U30JIMPOBAHHBIM MOPAKEHUEM
nedyeHu (C peUUIUBHUPYIOUIMM AacCLUTOM),
MOryT ObITb 3(P(EKTHBHBI HHU3KHE 03Bl
[Tpenuuzonona u Wurepdpepona anbda
(UDH-a). Knagpubun (uurocraTudyeckuit
MPOTHBOOITYXOJIEBBIH XMMHOIIpenapar)

4acTO PEKOMEHIYETCS B KaueCTBE TEpalluu

nepBoil  JMHUU y  MalMeHTOB c
[IPOrpeCCUPYIOLIUM CMI] c
MYJBTHOPTaHHBIM NOpaXxCHUEM %}

MEUICHHBIM TporpeccupoBanuem [15, 23].
Y MonoAbIX M 3/0pOBBIX IAlMEHTOB,

HMEHOIIHX MOAXOISIIETO JIOHODA,

TpaHCIUIaHTalusA CTBOJIOBBIX KJICTOK
JIOJDKHA OBITh pacCMOTpEHa B KaycCTBC

NEPBOM JIMHUM Tepanuu [24].
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