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Pesiome. MacToumTo3 — reteporeHHas rpynna peakmx 3a-
6oneBaHuin, 06YCNOBNEHHbIX OMyx0neBoi nponudepaunen Tyy-
HbIX KneTok (TK) n nHunbTpaumen Koxmn n pasnnyHbiXx OpraHoB 1
TKaHeWn. 3noxeHbl COBPEMEHHbIE flaHHblE OTHOCUTENbHO 3TUOSO-
rn, NnaToreHesa, KNMMHUYECKON KapTUHbI, ANArHOCTUKM 1 NIeYEHNS
3aboneBaHuns. Matepuasnbl COOCTBEHHOro MCCNeaoBaHUS U0
CTPUPYIOT NPUBEAEHHbIE AHHbIE COBPEMEHHOM HAy4YHOI NnuTepa-
Typbl, NOCBSLLEHHON Npobneme MmacToumTosa. Llenbto nccnenosa-
HUS BbINO N3YHEHNE OCHOBHbIX TEHAEHLMIA TEYEHNS MacTOLUMTO3a
y nauneHToB 13 Poccun. iccnegoBaHue BkovaeT 123 naumveHTa
(99 petein n 24 B3pocnbix). KnuHuyeckaa kapTnuHa MacToumTo3a
y NaumeHTOoB KpaliHe pasHopodHa — OT U30JIMPOBaHHbIX nopa-
KEHWUI KOXM, CKIIOHHBIX K CIOHTAHHOMY Perpeccy, 40 CUCTEMHbIX
dopm 3aboneBaHunsi, aCCOLMNPOBAHHBIX C MOPaXEHNEM KOCTEN,
kocTHoro moara (KM), nevenn n gpyrux opraHos. OgHako Oo-
6poka4yeCTBEHHOE TEYEHNE MACTOLMTO3a (KOXHbI MacToLMTO3 Yy
[eTel 1 BANOTEKYLUMN CUCTEMHbIV macToumTo3 (CM) y B3pOChbIx)
npeobnagaeT Haz arpeccrBHbiMU dopmamu 3abonesanus. MNpen-
CTaBJ/IEHHbIE AAHHbIE U PE3YbTaThl UCCNEAOBAHUS OTPaXaloT ak-
TyanbHOCTb NpobnemMsl Bo BpayebHoM npakTuke (2 tabn., 6mubn.:
29 ncT.).

KnioueBble cnoBa: MacToumMTo3, NMUrMeHTHasa KpanneHMUA,
CUCTEMHbIN MacTOLNTO3, TY4YHbI€ KNEeTKN.

MacTounTo3 — reTeporeHHas rpynna peaknx 3a-
6oneBaHN mMrenonponudpepaTMBHON MPUPOADI, MPK
KOTOpbIX HabnopalTcA U36bITOYHOE HaKomeHve U
nponudepauma TK B TKaHAX 1 opraHax [1, 2]. Ha gaH-
HbIi MOMEHT 3TMOJNIOTMA W MATOreHe3 A0 KOHLA He
n3yyeHbl. CymTaeTcs, 4To y AeTeil MacToLUTO3 — 3TO
BpeMeHHOe nposBfieHne runeppeakTmeHoctn TK, ge-
6lo0TUpylolLlee B paHHeEM BO3pacTe, MpoTeKalollee B
BUAE KOXHbIX GOPM M CMOHTAHHO perpeccupytolee
npu JOCTVXeHNN pebeHKoM nybepTaTHOro Bo3pacta.
MacToumTo3 y B3pOC/blX pacCMaTpPMBaeTCA Kak Cu-
CTEMHOE KJIOHAjIbHOe 3abofieBaHME  OMyXOJeBOM
NPUPOAbI, HO, KaK NPaBWIo, CO CTabUNbHbIM MHOTOJ1eT-
HUM TeueHnem [3-5]. CoBpemeHHasa Knaccupukauma
MaCTOLIUTO3a OTpakeHa B Tabn. 1 [6, 7].

MepBbIM ynoMuHaHMem O 3aboneBaHWM cuuTa-
eTca onncaHHasa B 1869 r. E. Nettleship u W. Tay xpo-
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Abstract. Mastocytosis is a heterogeneous group of rare
diseases caused by the tumorous proliferation of clonal mast
cells and the infiltration of skin and various organs and tissues.
The literature review presents data on the etiology, pathogenesis,
clinical presentations, diagnosis and treatment. Data of own
research coinside with medical literature that is devoted
to the problem of mastocytosis. The aim of the research is to
study trends in the course of mastocytosis in Russian patients.
The research includes 123 patients (99 children and 24 adults).
The clinical picture of mastocytosis at patients is extremely diverse
from isolated skin lesions that can spontaneously regress to the
sistemyc disease forms associated with damage to bones, bone
marrow, liver, spleen and other organs. However, the benign
course of mastocytosis (cutaneous mastocytosis in children and
indolent systemic mastocytosis in adults) prevails over aggressive
forms of the disease. Presented data and results of research
reflects the importance of the problem in medical practice
(2 tables, bibliography: 29 refs).

Key words: mast cells, mastocytosis, systemic mastocytosis,
urticarial pigmentosa.

HMuYeckas KpanvBHMLA, OCTaBfABLWAaA nocne ceba
NoCTAUrMeHTauuo. TEPMUH «MIUTMEHTHas KpanviBHU-
ua» (MK) 6611 NpennoXKeH HeCKONbKO No3xe, B 1878 r.,
A. Sangster. [py HAKONAEHUW KNMHUYECKUX OaHHbIX U
COBEpLUEHCTBOBAaHUN METOAO0B AMArHOCTUKK (rncTo-
nornyeckas npupopa 3abonesaHus 6bina onpeneneHa
gepmatonorom P. Unna B 1887 r.) 6bin BBefieH TEPMUH
«macTtouunTo3s» (R. Degos, 1953 r.) [8].

NcTrHHaa pacnpocTpaHeHHOCTb 3aboneBaHus B
HacToALee Bpema HendBecTHa. COrnacHoO HeKOTOPbIM
CTaTUCTUYECKMUM [aHHbIM, YacTOTa BCTPEYaemMoCTu
3aboneBaHuA coctaBnaet 1-4 cnyyaa Ha 100 TbiC. Ha-
ceneHnsa, OfHaKoO MHOrMe aBTOPbl CYUTAIOT, YTO Ha
NpakTVKe BBAY MHOXECTBa NPUYMH HabnogaeTcs rv-
nogmarHocTnKka sabonesaHus [9]. MacTouuTos He nme-
eT TeHAEeHUUN K NpenMyLLeCTBEHHOMY NOPa)eH Ko na-
LMEHTOB KaKoro-nmbo onpeaeneHHoro nona [10].
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Tabnuya 1

Knaccndukauma macroyurosa no C. Akin n D. Metcalfe (BO3, 2008) [6, 7]

OcHoBHble ¢popmMbl MacTounTo3a

BapuaHTbl MacToyuTo3a

KOXHbl1 MacTounTOo3

o [TK/maKynonanynesHblii KOXKHbI MaCTOLMTO3
o [Indpdy3HbIN KOMKHBIA MaCTOLUTO3
o ConnTapHas MacToLMToMa KOXMu

Banotekywun CM

o Banotekywuin CM
® /I3011poBaHHbIN MacTounTo3 KM

CM, accoummpoBaHHbIN C reMaToNIorMyeckum
3abonesaHviem He 13 TK

o CM, accoummnpoBaHHbIN C OCTPbIM MUENIOULHbIM NIENKO30M

o CM, accoummpoBaHHbIN C MUETIOANCNNACTUYECKM CUHAPOMOM

o CM, accouumnpoBaHHbIli ¢ MuenonponmdepaTnBHbIM HOBOOOPa3oBaHEM
o CM, accoummpoBaHHbIN C XPOHNYECKNM MUENOMOHOLUTAPHbIM NIEIKO30M

o CM, accoummpoBaHHbIN C XPOHUYECKMM 303UHODUIIbHBIM NIEIKO30M
o CM, accoummpoBaHHbIN C HEXOAXKKUHCKOW NMdOoMOi
o CM, accoummpoBaHHbIN C MHOXEeCTBEHHOW M1EeIOMOI

ArpeccuBHbin CM

o JlumdageHonaTMYecKnin MacToLmTO3 C 3503UHOGUNNEN

Jleniko3z n3 TK

o Anenkemmnyeckan dopma neikosa ns TK
o OcTpbii nenkos us TK
o XpoHunuecknin nenkos n3 TK

Capkoma 13 TK -

Yawle 3aboneBaHne AMarHOCTUPYeTCA B [EeTCKOM
Bo3pacte [6, 9, 11]. Kak npasuno, B 70-75% cnyyaeB
MacToLuTO3 Yy fleTell AeboTrpyeT B Bo3pacTe oT 1 mec
[0 1 rofa, Ho Hauyano 3aboNieBaHNA MOXKET NPUXOAUTH-
cA 1 Ha 6onee cTaplmii Bo3spacT [4, 12]. JlaHHaA TeH-
LeHumA Hanboree xapakTepHa A naLuMeHToB B3pOC-
JTIOro BO3pPacTa, a TakKe Ans nauneHToB ¢ anddy3HbIM
KO>KHbIM MacTtouuTo3om [1, 13]. Bcero BbiABNeHO aBa
nnka 3abonesaemocTn: 55% cnyuyaeB 3aboneBaHuA
NPUXOANTCA Ha BO3pacT 0 6 mec, 35% — Ha Bo3pacT
20-40 net [3, 14].

3Tuonorusa 3a6oneBaHNs [0 KOHLA HE BbIACHE-
Ha, OHaKO U3BeCTHa PoJib reHeTuYecknx GakTopos
B pasBuTUM MacTouuTosa. lpu 3Tom Heobxopau-
MO OTMETWUTb, UTO cneumduyeckre Ana MacTouu-
TO3a MyTauuMu U CeMeWlHble crydyan 3aboneBaHus
y AeTell [OBONbHO pefkun, N 3TO CBUAETeNbCTByeT
0 pasnuuuAx B npupope 3abonesaHua y peten u
B3pocnbix [15]. CumTaeTca, 4TO MacToumuTos y fe-
Teln CBA3aH C BPEMEHHOWN rnneppeakTnBHoOCTbIO TK,
oTBevalowWwmnx OGypHON ferpaHynaumen Ha pa3Hoo-
6pa3Hble pa3gpaxutenn. Passutue mactoumTosa
Yy B3pOC/bIX CBA3bIBAETCA C Hanuumem cneunduye-
CKUX MyTaL WA reHOB, MPOABNAIOLWMXCA TMNepnponu-
¢depauymen TK [3].

MaToreHes Kak KoxHoro, Tak 1 CM cBfA3aH ¢ no-
BbllWEeHHOW Aerpanynaunen TK, B pesynbTaTe KOTOPOK
NPOVCXOANUT BbICBOOOXKAEHNE OGUONOTMYECKN aKTUB-
HblX BelecTB MacToumta — FUCTaMKHA, FrenapuiHa,
nentunpas [16, 17].

TK, unu mactountbl, — MynbTUOYHKLMOHANbHbIE
rpaHynApHble KNETKU, OOHapY»KEHHbIE BO BCEX TKAHAX
n opraHax [16-18]. MHOrouncneHHole LMTONNa3mMaTu-
yecKme rpaHysbl cogepkaT WNPOKWI CNeKTp meauna-
TOPOB (LMTOKUHbI, X€MOKUHbI, MOHOKUHbI, MHTepnen-
KMHbI, pOCTOBble GaKTOpPbI, NPOTEOrINKaHbl, MPOTeasbl
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n ap.) [2, 17, 19], uto No3BONAET UM ABAATLCA KO-
UeBbIMU YYACTHUKAMM He TONbKO asfiepruyecknx u
MMMYHOBOCMNAIUTENbHBIX, HO N OMYXOJNEBbIX NpoLec-
cos [20].

TK pa3BuBatotca us naopunoteHTHbix CD34* kne-
ToK-npepwectseHHNY, KM [16]. [InAa po3peBaHuA w
OKOHuaTenbHOU auddepeHuuposkn TK mMurpupyrot
B KOXY, fibIXaTe/lbHble MYTW N XenyAOoYHO-K/LIEYHbI
TpakT (KKT) [21]. B HOpme co3peBLIne n npowegwme
npouecc anddepeHumposkn TK pacnpepenstoTca
B pa3HoOOpa3Hble TKaHW 1 opraHbl. TK onpegensioT
B KOXe (MOBEPXHOCTHbIX CNOAX AEepPMbl), CIU3UCTbIX
obonoukax MKKT, CNOHHbIX XKene3ax, MUHAaNnnHax, BU-
NOYKOBOW Xenese, MMMdaTUYeCKrX y3nax, ceneseHke,
MOYEBOM Ny3blpe, JIETKMX, a TaKKe MepuBacKynAapHoO,
B LeHTpanbHOM 1 nepudepuyeckor HepBHOW cucre-
me. OffHaKo NpuU MacToLuMTO3e JIoKanusauma cKkornse-
HUM TK cywecTBeHHO OTNNYaeTCA OT eCTeCTBEHHOW
nM6O KONMMYECTBO KINETOK B BblLLEOOO3HAUEHHDbIX TKa-
HAX MPeBOCXOAUT HopmanbHoe [3]. Pa3Butne macto-
LMTOB 13 reMOoMNo3TUYECKMX KIeTOK-NpeALecTBeHHN-
KOB WHAYLMPYETCA MHOXXECTBOM LIMTOKMHOB, OfHAKO
BefyL MM ABNAETCA GpaKTOp POCTa CTBOMOBbLIX KINETOK
(stem cell factor, SCF), ponb peuentopa K KOTopomy
oCyLlecTBAAET TpaHCMeMOPaHHbIA B6enoK C BHYTPeH-
Hell TUPO3MHKNHa3HOW akTuBHOCTblo — KIT (cluster
differentiation, CD117) [20, 22].

TK paccmaTpuBaloTCA Kak KOMMOHEHT KOXKHOM
UMMYHONOTMYECKOW 3aluTbl, pearnpytoLleii Ha npo-
HUKHOBEHWE Yy>KePOAHbIX areHToB. B oTBeT Ha cTmy-
NAUNIO LUTOKMHaMUN TK MUTpUPYIOT B KOXKY, SnnUTenni
abixatenbHbix nyTen n KKT [18, 23]. Npouncxogawasn
B TKaHAX JerpaHynauus, 3alWnTHasa no cBoen cytn u
ype3mMepHasa Mpy MacToLMUTO3e, OKasblBaeT Hecnewuu-
¢duueckoe cTmynupyoLlee BO3eNCTBME Ha NpoLec-
cbl nponudepaumm 1 gnddepeHUMpPOBKA NMMYHO-
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KOMMETEHTHBIX KNETOK. M36bITOK rMcTaMrHa B TKaHAX
npuenexkaeT 303UHOGUIbI, yyacTBylOLWME B €ro pas-
PYLUEHNN U, B CBOIO OYepeb, akTUBMPYIOLLME MaKpo-
darn. Takum obpasom, NpomncxoanT 3anyck Kackaga
KNeTOYHbIX peakuuin ¢ GopMMpoBaHMEM HE TOJIbKO
TYYHOKJIETOUYHOW, HO U TUCTMONMMGOLNTAPHON WH-
dunbTpaumm TkaHen [23].

Pagom wnccnepgoBaHMim nokasaHa CBA3b KIUHU-
yeckmx npossaeHnn CM y B3poCibIX C pPasinyHbI-
MU BapuaHTamu mytauuu reHa KIT B 4-1 xpomocome
(MyTaumm TpaHCcMeMOpaHHOro 6efnka C BHYTPEHHel
TUPO3NHKNHA3HON  aKTMBHOCTbIO,  aKTMBUPYEMOrO
baKkTopoM pocTa CTBOJMOBLIX KNETOK, BblpaXkatoLLenca
B upe3mepHon nponudepauyun TK) n gpyrux myta-
umn [2, 15, 24].

MNokasaHo, uto KIT-peuenTtop akcnpeccupyertca
He TONbKO Ha noBepxHocTn TK, HO 1 Ha remonoaTu-
YecKux KneTKax-npeawecTBeHHUKaX, 3apOblLLeBbIX
KneTkax, MenaHoumnTax, UHTePCTULMaNbHbIX KneTKax
Kaxana B MKT, uTo 06bAcHAET (YHKLMOHANbHYI0O
3HaummocTb CD117 B perynaumm MMMYHHbIX NpPo-
yeccoB (B ocobeHHocTn IgE-onocpenoBaHHbIX), ra-
MeToreHesa, KpoBeTBopeHua, peatenbHocTn KKT,
menaHoreHesa [15, 25]. ®akTop pocTa CTBONOBbIX
KNeTok MOMMMO CBA3bIBAHUSA TpPaHCMeMbpaHHOro
6enka KIT Ha nosepxHocTn TK 1 nocnepytowen nx
JerpaHynaymn obnafaet cnocobHOCTbIO K CTUMY-
nAauuun nponudepaL v MenaHoLuMToOB 1 CHTE3a Me-
NaHMHa, YTo 0ODBACHAET BO3HUKHOBEHME MOCTNUr-
MeHTaUMn y NauueHTOB C KOXXHbIMM CUMMATOMamu
macTtouuTosa [3, 21, 26].

B natoreHese macTtouuTo3a npepnonaraloTca asa
nyTn: HermocpefCcTBeHHOe HapylleHve paboTbl c-KIT-
peLenTopoB BCeACTBME MyTaLun (MPerMyLLeCTBEHHO
npu CUCTEMHbIX GOPMax MacToLUTO3a) U N3ObITOUHOE
BO3[eNCTBME Ha HWUX nuraHgamy (NpenmyLiecTBeHHO
Npu KOXKHbIX GopMax MacToLMTO3a), YTO MPUBOAUT K
runepnponudepaummn TK, o6ycnosnuBaioLLeil, B CBOO
oyepedb, YpPe3MEPHYI [AerpaHynaunilo MacTouuTOB
C nposBJieHNeM pPa3HOOOPA3HON CUMNTOMATUKU 1
MacCCVBHY MHOUNBbTPALMIO TKaHe U OpraHoB, Bbl-
pax<atoLytoca B CUMMTOMax LMTONEHWW W MOANOPraH-
HOW HepgocTaTouHOCTU [2, 14]. MpegnonaraeTcd, 4To B
natoreHese CM KroueByo pOSib UrpaeT KioHasnbHasA
nponudepaumna TK B pesynbrate mMyTauum B JIOKyce
reHa c-KIT, npuBogaALlen K ycuneHmto ero skcnpeccunmn
Ha noBepxHocTn TK [25, 26].

C nomoLbio MONEKYNAPHbIX METOAOB WAEHTU-
¢duKauum Ha GonbLol rpynne nauneHToB 6bi1o Mo-
KasaHo, uto KIT-myTtauma onpegenserca y 60nbLINH-
ctBa (>90%) nauyueHToB ¢ CM. Hanbonee yacton Ha
cerogHAWHNN feHb ABnaetca D816V-myTauunsa, Brnep-
Bble onncaHHasa Furitsu n coasT. B 1993 1. [6, 15]. UH-
TepecHbiM $akTom saBnseTcs 1o, uto KIT-myTauus o6-
Hapy»K1BaeTcA y 60NbLWMHCTBA B3POC/bIX NaLUEHTOB,
npuuyem Hambonee BeNIVK ee NPOLEHT B rpynne nauu-
€HTOB C arpeccuBHbIM CM 1 NpakTnyecKkn oTCYTCTBY-
eT OHa y peTeli [24, 27]. JaHHbI daKT noaTBepKaaet
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OMNUCaHHbIe Bbille TEOPUUN NaToreHesa MacToLmuTosa y
neTeln 1 B3poCsbliX.

Momumo KIT-myTaumm BbiABAEHbI Apyrue BUAb
nepectpoek xpomocombl 4q12. OnncaHa peneuns
yyacTka XpPOMOCOMbI, B pe3yfnbTaTte KOTOPOWN Npouc-
XOAUT MaToforMyeckoe CONMKeHMe reHa peuentopa
daKkTopa pocTa a, KOTopbIi B HOPMe NpoayLmpyeTca
TpombouuTamu, 1 reHa FIPT1L1. CinsHue n coBmecTHas
paboTa faHHbIX FeHOB MPUBOAUT K FMMNepaKkTMBaLuy 1
runepnponudepaumm TK cOBMECTHO C 303uHOdUNa-
MU, YTO 0OYCNOBNMBAET Pa3BUTUE CUMMTOMOB MacTO-
LMTO3a C Mpr3HaKkaMu rmnep303nHOGUIBLHOIO CUHA-
poma [7, 21]. CoueTaHmne MPU3HAKOB MaCTOLMTO3a U
rMneps03MHOPUNBLHOIrO CUHAPOMa HepeaKo BCTpeya-
eTcAay naymenTos ¢ CM.

KnuHunyeckne nposBneHMA mactoumTo3a npeg-
CTaBnAlT cobo pe3ynbTaT B MepByl0 ouepenb fe-
rpaHynAUMY MacTOLMTOB 1 BO3AENCTBMA MeanaTopoB
Ha TKaHW, pexe 1 B Gonee arpeccBHbIX CUCTEMHbIX
¢dopmax 3aboneBaHUs onpeaensanTca NPrU3HaKU Nou-
OpraHHOM HeJOCTaTOYHOCTU, BbI3BAaHHOW MACCUBHOW
nHMNbTPaUmen TKkaHel mactoumTamu [11, 28].

LerpaHynsauma MoxeT OblTb Bbl3BaHa pPa3Ho-
obpasHbiMU daKTopamu, cpean KOTOPbIX BblAenAT
UMMYHHblE N HEMMMYHHble. Bo3aencTBme MMMyHHbIX
baKkTOopOB peanusyeTca 3a CYET CBA3bIBAHUA C Mn-
KONpPOTeMHOBbIMK peLentopamy TK 1 akTuBaumm nx
ummMmyHorno6ynuHamm knacca E (IgE). K HemmmyHHbIM
baKkTopam OTHOCATCA: NleKapCTBEHHbIe NpenapaTbl —
KOZEeWH, aueTuncanuumnnoBas KucioTa, MopduH, nonu-
MUKCUH B, TaMunH; 6akTepranbHble TOKCMHBI, @ Takke
A0bl 3MeN, MYEen 1 YKyCbl APYrMX HAaCEKOMbIX; BO3AeN-
CTBME TOpAYeN WM XONIOAHOW BoAbl; ¢uUanYeckune
daKTopbl — TpPeHue, AaBneHne, NHCONALMA; NULLEBble
NPOAYKTbl — CbIpbl, CMeLun, ankorosnb; dursnyeckas
Harpyskau ap.[3,4,12,17].

CornacHo faHHbIM 3apYOEXKHbIX 1 POCCUNCKUX aB-
TOPOB, MEIOTCA CYLUEeCTBEHHbIE Pa3NNymA B TEYeHUN
6onesHn y geten 1 B3pocibix. Tak, B AeTCKOM nonyna-
UMM Hanbornee yactonn GoOpPMON MacToLMTO3a ABNAET-
€A KOXHas popma, HasbiBaBLasaca paHee MK [1, 3, 11],
TOrAa Kak cpefu B3pOoUbIX NaLMEHTOB Yalle BCTpeya-
etcAa CM B pa3nnyHbIX KNMHUYECKNX BapuaHTax [6, 26].
Hanbonee pumarHoctmyeckn, KIVHUYECKM W MpPO-
FHOCTUYECKM 3HauMMoO pasfeneHve Bcex dopm CM
C MOMOLLbID CreymnanbHO pa3paboTaHHbIX MNpPU3Ha-
KoB B-rpynnbl (oTpakatowmx TaKecTb 3aboneBaHusn)
n C-rpynnbl (OTparkaloLmx arpecCUBHOCTb), KOTOpble
6ynyT ocBelleHbl Huxe [1].

MauymeHTbl C MacToUMTO30M CTpafaloT OT pas-
JINYHBIX MPOABMEHUA UMMYHHbIX N HEMMMYHHbIX BO3-
NEeNCTBUI, OJHAKO valle BcCero HabnoaalTca CbiMb,
KoXHbIn 3ya, npunusbl (flushing B aHrnoaAsbiyHoOM
nuTepatype), T. €. MPUCTYNbl MOKPACHEHMA KOXHbIX
MOKPOBOB NPU BO3LENCTBUN TEX UM NHBIX GAaKTOPOB
BHELUHEN 1 BHYTPEHHEN Cpefbl, U ONacHble AA XKU3HN
cnyyaun aHadunakcum [17]. JaHHble CUMATOMbI Xapak-
TePHbI KaK AnA KOXHblX GOpM MacTouuTo3a y feTen,
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TaK U Ans CUCTEMHbIX GOPM MacTOLMTO3a Y B3POCSIbIX
NnauneHToB.

TUNUYHOE KOXHOEe MPOosBSIeHNEe MAcTOLUTO3a —
MakynonanynesHasa cbinb npu MK (70-80% cnyuaes).
Hauano 3aboneBaHuA, Kak NpaBuo, XxapakTepusyeTca
BO3HVKHOBEHVEM 3yAALLMX MY3bIPbKOB 1 Nanys Ha Ap-
KO-p0O30BOM OHE KOXI, NP perpecce KOTopbix Gop-
MUPYIOTCA CTOMKME TUNeprnuUrmeHTMpoBaHHble (6y-
pble, KOPUYHEBbIE, TEMHO-KpPaCHbIe) OKpYTJble NATHa C
YeTKUMU rpaHuLamun. Mpu TPEHUN UM HOM pa3gpa-
XKeHUN NATEeH HabnlofalTCs ApKasa rmnepemMms, oteuy-
HOCTb MATEH, YTO PACLIEHVBAETCA KaK MONOXNUTENbHBbIN
CMMNTOM YHHbI-[lapbe («heHOMeH BOCMIaMEHEHUSI»),
ABNSAOWMIACA MNATOFTHOMOHUYHBIM MPU3HAKOM  Ma-
cTounTosa. [laHHas ¢opmMa KOXKHOro MacToLMUTO3a
CKJIOHHa K CMOHTaHHOMY perpeccy, U npu JOCTUXKEHNM
nybepTaTHOro BO3pacTa Cblifb Y AeTei NONHOCTbIO UC-
yesaet. ConuTapHas MacToUTOMa KOXM (OJMHOYHbIN
BO3BbILLAIOWNMIA Y3e KpPacHO-KOPMYHEBOro LBeTa C
NOBEPXHOCTbIO B BUAE «anefbCMHOBOW KOPKIM») U And-
bY3HbIA KOXHbIA MacToUMTO3 (MacCMBHble CIIBHblE
oyarv opaHXeBO-KOPUYHEBON OKPACKM) BCTPeYatoTCA
pexe, NPy HAX MOXET OTCYTCTBOBaTb CUMMTOM YHHbI-
Japbe 1 3HaunTeNnbHO BapbupPOBaTb NPOrHo3. Tak, no
HEKOTOPbIM faHHbIM, Npu AP Y3HOM KOXKHOM MacTO-
UMTO3€e Yalle npounx popm HabnwaaeTca TpaHcdop-
Mauus B CM B 6yaywem [1, 13].

[na B3poC/bIX MaUMEHTOB Haubonee Xapakrep-
HO COYeTaHMe KOXHbIX CMMMATOMOB U CUMMNTOMOB
Mopa)KeHUsi BHYTPEHHMX OPraHoOB, OfHAaKO BblsABMSA-
I0TCA CNlyvan 3aboneBaHNA C MHTAKTHBIMU KOXXHbIMU
NMOKPOBaMWN 1 U30SIMPOBAHHBIM MOBPEXAEHNEM pPa3-
JINYHBIX OpraHoB U cuctem: KM, neueHun, ceneseHky,
KT n gp. [5, 29]. MNpn 3TOM CMMNTOMbI, CBAA3aHHbIE C
BblCBOOOXAEHNEM OMONOrNYeCcKn akTUBHbIX BELLIECTB,
BKJ/IOYAIOT TOLWHOTY, PBOTY, Anapeto, abgoMnHanbHble
6051, NPU3HAKN OCTEOMNEHNM UM ocTeonopo3a [7, 25].
B cnyuae maccuBHOM MHGUAbTPaALMK TKAHE MacTouum-
TaMu HablogaeTcA NopakeHe BHYTPEHHUX OPraHoOB:
CniieHomeranua C rmnepcrieHn3mMoMm, OCTeoaecTpPyK-
UMs 1 naTonormyeckre nepenombl Kocten, NUHGUIb-
Tpauma NeyeHn n CUHAPOM MOPTaNbHOWN rMNepTeH3NN
C acuuToM, CUHAPOM Manbabcopbumm U MaAHUUTO-
neHna Kak pesynbtaT uHounbTpaumm KM TK [6, 21].
Hanbonee onacHbIM 1 Yalle pPa3BUBAKOLMMCA, YEM B
obLien NonynAunm, XU3HeYrpoXKaLwmm COCTOAHNEM
ONA NauMeHToB C MacTOLMTO30M ABNAETCA aHadmnak-
TUYECKUN LLIOK.

JvarHo3 MacToumMTo3 CTaBUTCS Ha OCHOBaAHWUM
KputepuneB BcemmpHoONm opraHmsauum 3gpaBooxpa-
HeHuA (BO3) (oTpaXeHHbIX B AMAarHOCTMYECKOM ar-
roputMe B Tabn. 2), BK/OYAOLWMX KOMIIEKC KIMHU-
yeckux, MopPoMMMYyHOIOrMYeckx (0Co6eHHOCTU
Mopdonorumn TK, rmcToapXUTEKTOHUKN, abeppPaHTHOCTK

Tabnuya 2

AunarHoctnyeckun anroputm CM [14]

e buoncua KM

» mmyHodeHoTunmposarme TK (CD25* n/unn CD2%)
¢ YpoBeHb CbIBOPOTOUHOII TPMNATa3bl

> lNonoxumTenbHaa peakuua Ha TpunTasy u/unm obHapyxeHue KIT-mytauun

o CKpuHUHT Ha myTauumio KITD816V — myTtauuio KM, KpoBu nnm Apyrmx BHEKOXKHbIX O4aros
o CKpUHUHT Ha myTauuio FIP1L1-PDGFRA (KM unu KpoBu) — npu 303uHopunnn

BbisiBneHue cooTBeTcTBUA Kputepuam CM (1 6onbiuoii + 1 manbivi unu 3 manbix)

bonboin

Manbie

» MynbTudokasnbHble NoTHble MHGMAbTPaTbl TK (>15 TK B MHGMAbTpaTe)

» AtunmyHas mopdonorua TK (<25%)
» c-KITD816V-myTauusa

» CD25 n/vnn CD2-3kcnpeccus Ha TK
» TpunTasa cbiBOPOTKM > 20 Hr/mn

CooTBeTcTBYeT Nn Kputepusam BO3 gna CM, accoyumpoBaHHOro ¢ Apyrumm rematonoruyeckumm sabonesaHuamm (He us TK)?

JA

HET

CM, accouMmnpoBaHHbI C OCTPbIM MUENTIOVAHBIM

>20% TK B 6uontate KM

C-npusHaku* Het C-npusHakoB

NenKko3om

CM, accoummpoBaHHbIf C MUENoANCANACTUYECKM
CUHLPOMOM

CM, accoLMmnpoBaHHbI ¢ MUenonponnbepaTMBHbIM
HOBOOOpa3oBaHMeEM

CM, accoLMmnpoBaHHbI C XPOHUYECKUM
MNENOMOHOLMTAaPHbIM eNKO30M

CM, accoumMmpoBaHHbIN C XPOHNYECKM 303VHOPUITBHbIM
Neiko30M

CM, accoLMMPOBaHHbIN C HEXOMKKUHCKOW NMMbOMON
CM, accoummpoBaHHOM C MHOXEeCTBEHHOW MUENIOMOW

TyuHokneTouHbI nenkos |ArpeccmsHbii CM |HgoneHTHbI CM

nnu
Tnetowmin CM (npu Hanuuum 2
1 6onee B-npusHakos**)

Mpumeuanns:

* C-npri3HaKuy (OTpaxaloT arpecCrBHOCTb 3a60/1€BaHNA): MPU3HaKM LIUTONEHNI; renaToMeranmsa C HapyleHnem GyHKLUA neyveHu,
aAcLMTOM W/Unu NopTanbHOWM rnepTeH3nel; BbiABMEHE O4aroB OCTEONN3MCa /MK NaToNOrMYecKnx nepeiomoB; CrsieHoMeranmua ¢
runepcnneHn3Mom; CUHAPOM ManbabcopOLMM CO CHUMKEHMEM MacChl Tena.

** B-npur3HaKkm (OTpakaloT TAXKeCTb 3aboneBaHuna): uHGUNbTpauma > 30% KM TK unu cbiBopoToyuHas TpunTtasa > 200 Hr/mn; rena-

TO- U CryieHoOMeranusa, ﬂVIMd)a,D,EHOFIaTVIﬂ.
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UMMYyHObeEHOTMNA), NTabopaToOpPHBbIX (YPOBEHb CbIBOPO-
TOYHOW TPUNTa3bl) AaHHbIX [14, 24]. [Tomnmo npoyero,
yKa3blBaeTcA 3HAaUYMMOCTb MOJIEKYIAPHOrO NCCieoBa-
HUA Ha Hanuune myTauum c-KITD816V ana onpepene-
HUA NeyebHOM TaKTUKU 1 BO3MOXHOCTW MPOBEeAEHNA
TapreTHOW Tepanuu, YTo BO MHOTOM onpeaenseT npo-
rHo3 3abonesaHusa [10, 24].

OJViH 13 3HAYMMbIX B ANArHOCTUYECKOM MJlaHe Me-
AVATOPOB — TpUNTa3a, BbiHeceHHaA BO3 B nepeveHb
MasnbIx Kputepues gna guarHoctukm CM [22]. OgHako
cniegyeT NOMHUTb, YTO MOBbILEHWE YPOBHA TPUMTa3bl
CbIBOPOTKW KPOBU He ABNAETCA abCOMOTHLIM AMarHo-
CTMYECKMM KPUTEPMEM MACTOLUTO3a U CBUAETENbCTBY-
eT NIMWb O NpeALwecTByoLen gerpanynaumm TK [6, 7].

JleyeHre MauMeHTOB C MacTOLMTO30M B MEpPBYIO
oyepeab cumnTomatuyeckoe. [ocKonbKy Bepyline
KNMHMYeCcKne NPOABNEHNA — CbiMb U KOXHbIN 3y[, aK-
TUBHO MPUMEHSIIOTCA aHTUTMCTaMUHHbIE Mpenaparol.
Ha3HaueHne 6ucpocdoHaToB COBMECTHO C AJINTENb-
HbIMW KypCamy TMCTaMUHOOIOKAaTOPOB 3HPEKTUBHO
NS NpefoTBpaLLeHNs OCTEOMNOPO03a, YacTO OC/IOXKHS-
follero TeyeHvie 6onesHn y 60NbHbIX C CUCTEMHBIMU
dopMamy MactoumuTosa. [NMIOKOKOPTMKOMAHAA Tepa-
N NPUMEHAETCA NPW YaCTbIX NPUANBAX, @ TaKXKe Npu
arpeccuBHoM TedeHun CM c npui3Hakamu Manbab-
copbuuu, acunTa, renatodprdposa [2]. Mo nokasaHUsM
BPAYOM-reMaTO/IOrOM MOXET OblTb Ha3Ha4YeHa LMTO-
penyKTMBHaA NpPOTMBOOMNyXOneBas Tepanusa (UHTep-
bepoH a, UMaTrHMG, KnagpuobuH) [13].

B KauecTBe mpriMepa Mbl MPVIBOAUM pe3ysibTaTbl
COOCTBEHHbIX HabNOAEHNA.

LIENb UCCNEQOBAHKA

Llenbto nccnegoBaHus 66110 n3yyeHne CTPyKTypbl
3ab01eBaHNA MacToUnTo30M B Poccum. O6beKT nccne-
[OBaHUSA: NaUMeHTbl C AMAarHO30oM mactouunTos. lMNpeg-
MET UccnefoBaHus: Gopma 3aboneBaHUs y NaLMeHTa,
ero ge61oT, TeueHmne (CMMMNTOMATKKA, HanMumne perpec-
ca v nporpecca 3aboneBaHnA), METOAbI ANATHOCTUKM 1
nevyeHusi 60M1€3HN Y KOHKPETHOTO NauueHTa.

MATEPWAJIbI N METO[AbI NCCNEAOBAHUA

B nccnepgosaHuve 6bn BKMOYeHbl 123 naumeHTa
(99 petein 1 24 B3pocnbix) U3 PO 1 cTpaH 6nmxkHero
3apybexbs.

WccnegosanHaa rpynna u3s 99 nauuveHToB per-
cKoro Bo3pacta obbeauHsaeT 49 (49,5%) neBoveK U
50 (50,5%) manbuynkoB B Bo3pacTe oT 3 mec go 17 non-
HbIX neT. B rpynne 13 24 B3pocbix NaueHToB nccneno-
BaHbl faHHble oT 17 (70,1%) »eHWwunH 1 7 (29,2%) Myx-
ynH. Bo3pacT nauneHTOB AaHHOW rpynnbl — OT 18
[0 66 net (37,8 + 10,5 roga).

Bce nayneHTbl 66K ONpoOLLEHbI C MOMOLLbIO Cre-
UmnanbHO pa3paboTaHHbIX aHKeT [ABaXkAbl C UHTepBa-
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nom 1-1,5 roga ansa BbiABNEHUA N3MEHEHWNI B TEUEHWUN
3aboneBaHusA.

Mpu aHanuse nNoONyYeHHbIX AAHHbIX UCCNefoBa-
nacb MonoBO3pacTHasA CTPYKTypa 3aboneBaHus, Ha-
yano (BO3pacT M CUMMTOMbI) U TeueHne 6onesHu, co-
OTHOLLEHME pa3nnyHbiX Gopm 3aboneBaHus (Npexae
Bcero kKoxHoro n CM) y geTtern n B3pocCsiblX, YacToTa
NPOABAEGHUA TUMUYHBIX KIUHUYECKUX CUMMTOMOB,
nposouupyowmne daktopbl. OTAeNbHO ObINN paccmo-
TPeHbI FPynMbl AeTel 1 B3pOC/bIX BBUAY Pa3fnyHOro
TeUEeHUs, KITIVIHVKM U NPOrHo3a 3aboneBaHus.

PE3YNIbTATbI

MonyueHHble B xo4e nccnenoBaHmaA pesynbTaThl B
LiefloM COOTBETCTBYIOT M3/I0XEHHbIM BbILLE InTepaTyp-
HbIM JaHHbIM O MacToLMUTO3eE.

Ha ocHOBaHMM BHELWHMX NPOABAEHUN (ONMCaHUA
Cbinu), AVArHO30B B MeAULMHCKMX KapTax naunueHToB
M VMeKLWWXCA OAHHbIX OOMOSIHUTENbHbIX UCCeno-
BaHWI Yalle CTaBUICA AMArHO3 KOXHbI MacToUUTO3
(B 99% cnyvaes y peten). V13 Hux y 84% peTen BbiAB-
neHa MK, y 10% — conutapHasa mMacToLMTOMa KOXW
ny 3% pgetenn — AnMbPY3HBIN KOXKHBIA MacTOLUTO3.
Y opHoro peb6eHka (1%) 3aloKyMeHTUpPOBaHa U noj-
TBEpPXAEeHa broncmen KM TpaHcpopmauma KOXKHOro
MacCTOLMTO3a B CUCTEMHbIV (TYYHOKNETOYHbIN JIeNKO3)
C netanbHbiM ncxogom. CM HabnogaeTca npenmylie-
CTBEHHO Y B3pOCJIbIX C NPeobiajaHnemM BANOTEKYLLEro
CM (87,5%) Hap arpeccuBHbiM CM (12,5%).

BbisiBfieHHble MVIKM Hayana 3aboneBaHusA y aeTen
N B3POC/bIX COOTBETCTBYIOT OMMCaHHbIM B nmTepa-
TYPHbIX NCTOYHMKAX: Y AeTel — nepBble 6 MeC XU3-
HK (61,6%), y B3pocnbix — 19-30 net (47,8%).

BepyLimne cumnToMbl y BCEX NaLMEHTOB (KaKy AeTen,
TaK 1y B3pOCUJIbIX) — 3TO KOXKHbIE NPOABJIEHNA, Npexae
Bcero cbinb (y Bcex getert n 91,3% B3poc-nbix). Kox-
HbIV 3y MPUCYTCTBYET y bonbluein yactu petei (59,6%)
1 B3pocsibIX (71%) ¢ mactountosom. MNpunmebl Habmo-
[aloTcA MouTW Y MOSIOBUHbI NaumeHToB (49,5% petei
n 42% B3pocnbix). Cumntombl nopaxeHusa KKT npu-
CYTCTBYIOT peke (NMprMepHO y TpeTn 6oMbHbIX AeTel 1
B3POCJIbIX U MPUMEPHO Y TPETU BOJNIbHBIX) U CIIOXKHO
anddepeHUmpytoTca C apyrmm 3aboneBaHaMU.

loBopA o npunmBax, Heobxoaumo 6Gonee nop-
pPOOHO OCTAaHOBUTbCA Ha ¢aKkTopax, UX MPOBOLMPY-
towmx. Mpu cbope faHHbIX O MauMeHTaxX Mbl aKTUBHO
onpaLumMBany nx 060 BCeX BO3MOXHbIX paKTopax, Bbl-
3biBaoWMx aerpadynayuio TK. Hanbonee 3HauvmbiM
nposoLupyoLWM GaKTOPOM, Ha KOTOPbIV TaKXKe CCbl-
naKTCcAa MHOTVe NNTePaTypPHble MCTOYHMKK, OKa3anoch
TpeHue KoX1 1 noboe apyroe MexaHnyeckoe Bo3aen-
cTBMe (Hanpumep, AaBneHUe), Bbi3blBatoLlee NpuInB
y 68% naumneHTOB. TakxKe 3HaYMMbIMU AN1A BO3HUKHO-
BeHUA NpuAnBOB daKTopamu OKasanncb BO3[ENCT-
Bre ropAven BoAbl (MpeumyLecTBEHHO Npu npueme
BaHHbl, ¥ 50% naumneHTOB), MCUXO3MOLMOHaNbHbIE
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Harpy3ku (nnau y geten, ctpecc — 48%) 1 nepenagbl
TemnepaTypbl — BO3[eNCTBME KaK ropsavyero Cyxo-
ro, Tak 1 xonogHoro Bo3gyxa (40%). HavmeHee 3Ha-
YMbIMX MPOBOLMpPYWUMK GAaKTOPaMM OKa3anucb
nuileBble NPOAYyKTbl W NeKapCTBeHHble CpeacTBa
(HecTepongHble NPOTMBOBOCMANUTENbHbIE Mpena-
patbl (HMBC) n gp.) — cooTtBeTcTBEHHO 29 1 23%,
a TakXKe BaKUMHALWA 1 Npope3biBaHMe 3y6oB y feTel
(10% 1 meHee). HeobxoamMmo OoTMEeTUTb, UTO UCTUHHOE
3HaueHVe HEeKOTOpbIX MpoBoLMpYWNX GAaKTOPOB
OLEHWNTb CNIO’KHO, MOCKOJIbKY BO3[,€NCTBMA HEKOTOPbIX
13 HUX MOXHO 136eXaTb.

Mpy NOBTOPHOM aHKETMPOBaHWK Obifla BbisiBIEHA
yeTKasa TeHAeHUWA K perpeccy 3abonesaHusa y geten
(29,4% peTein) n ctabunusaunm TeyeHna 3aboneBaHna
y B3pocnbix (75% cnyyaeB). Hannume perpecca n cta-
6unMzaumm npouecca B COOTBETCTBYIOLMUX BO3pPaACT-
HbIX rpynnax cBUAeTeNbCTBYeT O NpeuMyLecTBEHHO
[06pOKauecTBEHHOM TeueHUn 3aboneBaHuAa y feTen
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