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IF'ACTPOUHTECTHUHAJIBHBIE CTPOMAJIBHBIE OITYXOJIN:
MOHSTHE, PACIPOCTPAHEHHOCTD B POCCUICKOM ®EJEPAIIUA
U PECIIYBJIMKE MOPJIOBUSA

AHHOTanusi. B crarbe paccMarpuBarOTCS BONPOCHI 3THOJOTMM M JIMArHOCTUKHU
racTPOMHTECTHHAIBHBIX  cTpoManibHbix  omyxoseit  (TMCO). IlpencraBieH — HOAPOOHBIN
CTATHUCTUYCCKUU OTYET 3a IMSATHICTHUH TEePUOJ, OTPAXKAIOUUH OCOOCHHOCTH AIHIASMHUOJIOTUN
I'MCO B Pecniybnmuke Mopaosus. [{ludpsl, moaydeHHbIe B X0/1¢ HCCIICIOBAHUs, JaHbl B CPABHCHUH
¢ noka3zareisimu 1o Poccuiickoit denepaiuu B 11e710M. ITH pe3yJIbTaThl MOTYT MOCITY>KUTh OCHOBOM
JUISL JAITbHEUILIET0 U3YYEHHS JaHHOM NaTOJIOTHUH.

KiroueBble c¢ji0Ba: TacTpOMHTECTHHAIBHAS CTPOMalbHAsl OIYXOJb, SMHAEMHOJIOTHS,

)Keﬂy,Z[O‘IHO-KI/II_He‘lHBII‘/‘I TPaKT, METACTAa3, IUArHOCTHKA.

SERGACHEVAA.S.
GASTROINTESTINAL STROMAL TUMORS: DEFINITION, PREVALENCE
IN THE RUSSIAN FEDERATION AND THE REPUBLIC OF MORDOVIA

Abstract. The article deals with the issues of etiology and diagnosis of gastrointestinal
stromal tumors (GISO). A detailed statistical report for the five-year period reflecting the features
of GISO epidemiology in the Republic of Mordovia is provided. The figures obtained in the course
of the study are presented in comparison with the total figures for the Russian Federation. The
results can serve as a basis for further study of this pathology.

Keywords: gastrointestinal stromal tumor, epidemiology, gastrointestinal tract, metastasis,
diagnostics.

BBenenne. Ha ceronusmHuii 1eHp HOBOOOpPA30BaHMS SBISIOTCS OIHOM M3 OCHOBHBIX
MIPUYKH 3a00J1€Ba€MOCTH U cMepTHOCTH B Mupe. B 2012 1. ObuIO BBISBIECHO OKOJIO 14 MITH. HOBBIX
CIIy4aeB 3JI0KA4€CTBEHHBIX 0OpazoBaHuil. Oxumaercs, 4yTo B Ompkaimue 20 JeT YHCIIO HOBBIX
3aboseBiux Bo3pacreT Ha 70% [1].

ITo craructuyeckum nanusiM, B CIA kaxnablii rog peructpupyercst 10—20 HOBBIX cilydaeB
racTpOMHTECTUHANBHBIX cTpoMalibHBIX onyxoielt ([TMCO) na 1 mun. Hacenenus. Yacrora TCO B
EBpornie cocraBnsier ot 6,6 1o 14,5 na 1 miH. Hacenenus B roa. B IlIBenun BoisaBisiemocts [TMCO
nocruraet 129 HOBBIX ciIy4aeB Ha | MIIH. HAaCEJIEHUS B TOA.

['acTpOMHTECTHHAJIBHBIE CTPOMAJbHBIE OMYXOJIM — OTO OMNYXOJIM ME3EHXMMAIBHOTO
MIPOMCXOXACHUS, KOTOPbIE B HACTOSIIEEe BPEMS BBIJEIIEHBl B CAMOCTOSITENIbBHYIO HO30JIOIMUYECKYIO

CANHULY KakK HOB006p330BaHI/I5[, HMCIOIIUE OIIPCACIICHHBIC OMOJIOTMYECKHE W KIMHHYECKHE



xapakrepuctuku [2]. HambGonmee wacto T'MCO nokamusytorcs B xkenyake (60—70%), TOHKOM
kumeyanke (25-35%), Tonctom kumednuke (5%), numeBoae U anmeHAauKce — MeHee 2% Bcex
ciyyaeB 3a0osneBanus. [lomumo TunmuHo# jokanmsamuu [ICO moryTt pa3BuBaThCsS B CabHUKE,
OpbDKelKe KHIIEYHHKA U 3a0pIOIIMHHOM IPOCTPaHCTBE.

B kavectBe amarnoctuueckoro tepmuHa I[MICO Obumm mpemioxensl B 1983 romy
mpodpeccopamu M. T. Masypom wum X. b. Kmapkom. Jlo konma 1990-x romoB
raCTPOMHTECTUHAIBHBIMU CTPOMAJIBHBIMH ONMYXOJSIMH Ha3bIBaJIM MHOTHE TIJIaJIKOMBIIICYHBIC
OMmyXoJii JKenynovyHo-kuineunoro tpakra (JKKT) — neiloMHOMBI, JIEHOMHOCAPKOMBI, (hHUOPOMBEI,
HEBpPUHOMBI U Jp. PaHee marorucrosiormuecku ObUI0 HEBO3MOXKHO OoTiimunuTh [MMCO oT apyrux
omyxoJeil. B Hacrosiee BpeMs 10Ka3aHO, YTO MOJO0HBIC OMYXOJIH PE3KO OTIUYAIOTCS OT IPYTUX
HEOIUTa3uil CBOMM MOJICKYJIIPHBIM CTpoeHueM [3].

Cunraercs, uto 'MCO BO3HUKAIOT U3 HHTEPCTULIMANBHBIX KIeTok Kaxans. [laHHble KieTKH
3amaloT putM cokpamieHuil monbix opraHoB JKKT. Hekotopsie ocobennoctu kierok Kaxains
npeCcTaBJIeHbI B TadIuIe 1.

Tabmuma 1

Oco0eHHOCTH CTPOCHUS H JIOKATU3aIMu KJIeToK Kaxans B opranusme

ITpusnak Hnrepcrunanbhble kiaeTku Kaxas

[uronorudeckoe cTpoeHUE [Tnoxo pazButa rpanynspaas D1IC, 60mbII0e YUCIIO MUTOXOHIPHIA, €CTh

OazanpHas MeMOpaHa U KaBEOJIbI

MIMMyHOTHCTOXUMHYECKHE IMo3utusHs! s c-Kit (CD117)
XapaKTePUCTUKU
Jloxanmzanusa B XKKT B cyOMyK03HOM CII0€ JIOKAIHU3YIOTCS B CTEHKE MOTIEPEYH0-000109HOMH

KUK U TTHJIOPUYECKOM OT/IeNIe JKEIyIKa, B CyOCEpO3HOM CJIOE€ BHYTPH
HUPKYJSIPHBIX U MPOJIOJIBHBIX MBIIIEYHBIX CJI0EB B 001acTH

PETHOHAPHOTO HEPBHOT'O MEKMBIIIEYHOTO (Ay3p6axoBa) CIIETECHHS

Mopddonorus HmeroT 1o fiBa OTpOCTKa ¢ OpUEHTAIIEH BIOJIb OCH KUIIIEYHUKA, a Y

KJIIETOK, PAcIlOJIOKECHHBIX PSIIOM ¢ AyepOaxoBbIM U ITyOOKHM

MEXKMBIIICYHBIM CIIJICTCHUCM, Ha6JHOI[aIOT OT TPEX 0 IIATU OTPOCTKOB.

['eHeTHYECKUE OCOOCHHOCTH JAHHBIX OIyXOJICH 3aKiIrovaroTcs B ToM, uro 85-90% I'MCO
HecyT oHKoreHHbie MyTanuu c-Kit umu PDGFRA [4]. B HOpMe 3TH T'eHbI SBISIOTCS MEMOPaHHBIMH
peuentopaMu (HakTOpoB pocTa. AKTHUBALUS MYTallMid JaHHBIX pPELENTOPOB CTUMYJIUpPYET
nponudepannio kinerok onyxoinn. B 85% ciysaes 'MCO oOHapyeHBbl HapylleHHs padOThI
curHaigpHOro mytu c-Kit. Ilpu 3TOM c-Kit MpPHUCYTCTBYeT Ha TOBEPXHOCTH HHTEPCTUIIHATBHBIX
kietok Kaxans m apyrux kieTtok opranuzma. Mosekyna c-Kit COmepXUT IITMHHBIN BHEKIECTOUHBIN
JIOMEH, TPaHCMEMOpaHHBIH CEerMEHT M BHYTPHKJIETOYHYIO dacTb. 90% Bcex wmyrammit c-Kit

npoucxoaut B JIHK, koaupyromieil BHyTpUKIETOUHBIH TOMEH, KOTOPBI paboTaeT Kak aKTUBATOP



npyrux ¢pepmeHToB. MyTanTHBIE GopMBI c-kKit MOTYT (PYHKITMOHMPOBATH HE3ABUCUMO OT aKTHBAIIMH
(aKTOPOM CTBOJIOBBIX KJIETOK, YTO MPUBOAMUT K BBICOKOW YaCTOTE ACICHHS KJIETOK U UX T€HOMHOMH
HecTaOWIIBHOCTH, sIBJIsIeTCs mepBbiM 3BeHOM maroreHe3a ['MCO. UssectHo [4], uto nmpu 'MCO
Habmromarorcss myranud B 9, 11 m peako B 13 m 17 sk3onax rena c-Kit. Ompenenenne mecra
JIOKAJIM3alMU MYTalMil O3BOJISIET MPOrHO3UPOBATh TeUueHUE 3a00JIeBaHUS U OMPENENIATh TAKTUKY
neyenusi. Okono 30% T'MCO umeror mMyTanui B JPYroM KOAMPYIOIIEM THPO3MHKHWHA3Y T'EHE
PDGFRA [4]. bonsmmacTBo Mytanmii PDGFRA mpezncraBiieHO 3aMeHO# HYKIICOTHIa BO BTOPOM
TUPO3MHKMHA3HOM JIOMEHE, YTO MpHUAAeT KIETKaM OINYXOJd NEPBHUYHYIO YCTOHYHMBOCTH K
MMaTUHUOY U CO3J]aeT TPYJHOCTHU MIPU BHIOOPE JIEKAPCTBEHHOW TEpaInu.

Oxkono 85% I'MCO y nereit u 10-15% I'MCO y B3pocnbIX HE HECYT MyTalUui B 3K30HAX
reHa c-kit u resa PDGFRA. IlonoGHble HOBOOOpa30BaHKs HA3bIBAIOT OIYXOJSIMU JUKOTO THIIA.
[TocteneHHO HakarMBarOTCs JaHHbIe O ToM, uTo ['MICO aukoro Tuma MpeacTaBIsIOT coOoi
Pa3HOPOAHYIO TPYIIy OMNYyXOJieHd, pa3iuyaloumxcs MO0 ABIKYIIUM MyTanusM. [IpumepHo
[IOJIOBUHA  TaKUX  ONYyXOJiell  CHUHTE3UpPyeT  MOBBIIIEHHOE  KOJIMYECTBO  pELENTopa
HHCYIHHOMOA00HOTO (hakTopa pocta. Onucano [4] HeckoabKO MyTanuid, xapakrepHbix it [TICO
JMKOTO THUIIA, OJTHAKO MX 3HAYCHHE HA CETOAHSIIHUMN JIeHb HE ONpeAeIeHHO.

bonbmimacTBo ['TMCO sBnsitOTCA HE HacleqyeMbIMH. XapakTepHO, 4TO MeHee ueM 5%
pa3BUBAIOTCSl B pPaMKaxX HACJIEJCTBEHHBIX CEMEWHBIX WJIM HAMONATHYECKHUX MYJIBTHOIYXOJIEBBIX
CHUH/IPOMOB, TaKuX Kak: Heiipopubpomaros | tumna, Tpuaga Kapuu, sMOproHanbHbIE MyTallMK B C-
kit/PDGFRA, muana Kapau-Crparakuca [5].

HauGonee JIOCTOBEPHBIM METOA0M JUAarHOCTUKHU I'co SIBJISIETCS
HMMYHOTHCTOXUMHUYECKAN MeToJ wuccienoBanus. B dwactHocTH, BbisBieHue CDI117 wmm c-Kit
pOTEHMHA: dKCIpeccus perenrtopa c-Kit otmeuaercs B 95% ciyuaes. B Tabmnuie 2 mpeacraBieHb
MMMYHOTHCTOXHMMHUYECKAE MapKephl, HCHOIb3yeMble nns auddepeHnanbHoil  TUarHOCTHKU
Me3eHxuManbHbIX onmyxosaei JKKT.

Tabmuma 2

HNMMyHOrncTOXHMHYECKHE MapKepbl Me3eHXuMaabHbIX omyxoJei JKKT (uut. mo [5])

Tum ormyxomnu c-kit CD34 SMA Jecmun S-100
T'Uco + + + + +
(60-70 %) (30-40 %) (1-2 %) (5%)
I'magkoMBblIeyHbIE - + + + -
OITyXOJIH (10-15%)
IlIBanHOMa - + - - +
dubpomaros ? - + + -




bonbHble TPEIBABISAIOT KATOOBI HA 3aTpyJHEHHE TJIOTaHUS, KeNyI0YHO-KUIIEUHbIE
kpoBoteueHus (50%), 6osu B )xuBOTE 0€3 yeTkoit nokanuzanuu (20-50%), HenpoxoaumocTs B 10—
30% cnyuaeB, a TaKXKe Ha yBEIIMYCHHE J)KUBOTA B 00bEMe, aHEMUIO, CITa00CTh, IIOTEPIO MACCHI Tela,
TOUIHOTY, PBOTY, MNAJbIUPYyEMbI€ OIMyxoyieBble Macchl. B kimHuyeckoil kaptune [MCO nHe
CYLIECTBYET CIEeUU(PUUECKUX CUMITOMOB, T.K. BCE NMEPEUUCIICHHbIE BBINIE NMPU3HAKH MOTYT OBITh
npucyum onyxossiM JKKT mo6oro rucrorenesa.

C 2008 roga puck nporpeccupoBanus [ UCO crparudunupyercs no JxoeHcyy (Tadu. 3).

Tabnuua 3
Crpatudukanus pucka nporpeccupoanus 'MCO [2]
Puck Pa3mep omyxomnu, cMm MuUTOTHYECKUN UHIIEKC Jlokanuzauus omyxoyu
OueHb HU3KUH <20 <5 JIroGas
Husknit 2,1-5,0 <5 JIrob6as
[IpomexyTOUYHBIH 2,1-5,0 <5 Kemynox
<50 6,0-10,0 JIrob6as
5,1-10,0 <5 Kenynox
Bricokwuit JIro6oit Jlroboit Pa3peiB onmyxomnu
>10 JIroboit Jrobas
JIroboit > 10,0 JIro0as
>5,0 >5,0 Jrobas
2,150 >50 Bue xemynka
5,1-10,0 <50 Bue xemynka

YacToTa BcTpeuaemocTH nepsuyHoit okanuzanuu ['MCO npencrasiena B Tabnune 4.

Tabnuua 4
Yacrora BcTpeyaeMocT nepBuaHoii Joxkanauzanuu 'MCO, B %
Jloxanu3zanus Hanubie HUU ueiipoxupypruu | JlanHbie 3apy0exHbix aBTopoB (%)
um. H.H. Bypaenko (%)
Kenynox 50 70
Tonkas xumka 33,3 20
Breoprannas onyxomnb 5,6 Penxo
Toscras 1 npsiMast KAIIKa 1,1 )
ITumeson 0 Memnbre 5




['MCO moryt meractazupoBath B nieueHb (60%), canbuuk (30%), koctu (6%), nerkue (2%),
peruonapubiec JmMpoy3asl  (6-8%). Onnako wmeractasupoBanue s [MCO He sBisercs
MoKa3aTeJieM 3JI0KaueCTBEHHOCTH, BCE OMPEIEIseT pa3Mep OIyXOJId U MECTO €€ PacCIOJIOXKECHUS B
XKT (tabm. 5).

Camas Boicokas yactota [[MCO B Poccun otrmeuena B Bo3pacte 50—65 ner. CooTHoLIEHHE
MY>KYUH ¥ JKeHIMH cocTaBisgeT 39 k 61%. Ilpu stom 69% moneit ¢ TMCO obpatuiuck 3a
MOMOIIBI0 B JIeYEOHBIC YYPEKICHUS H3-3a HAPACTAIONIMX KIMHUYECKUX cUMITOMOB, y 10%

nanueHToB ['ICO BbIsBiIeHBI HA ayToncuy, a 'y 21% BbisBIsAI0TCA cinydaitHo (Mukpol UCO) [7].

Tabmuma 5

Ol'lpe}le.]'leHHH PUCKa 3JI0OKAYECCTBCHHOCTHU B 3aBUCUMOCTH OT pasMepa onmyxoJimn

Puck arpeccuBHOCTH Pasmep onmyxonu, cMm MuTtoTtudeckast akTuBHOCTb (Ha 50 [13)
OueHb HU3KHN <2 <5/50 113

Huzkwit 2-5 <5

YMepeHHbI# <5 6-10
5-10 <5

Bricokuit >5 >5

>10 JIrobas
JIroboit >10

[Tpumeuanwue: [13 — nose 3peHus NPU CUILHOM yBEITUYEHUH.

Hannsie no BeisBisgeMoctd [ ICO B Poccuu u otnenbHbix ee GenepanbHbix okpyrax (PO)

MIpEACTaBJICHBI B TaOHIIe 6.

Tabmuma 6
BeisiBiiennnie ciaydyau 'MCO na teppuropuu Poccniickoii @enepanun
Peruon/ron 1998-2004 2008 2009 2010 Bcero
PD 48 483 602 454 1587
IIpuBomxckuit @O 453
Mocksa 358
HOxHbI1I DO 166

[Ipu anamuze manubix ¢ 2011 r. mo 2016 1., Bcero B Pecnybnuke Mopnosus (PM) Obuto
MEepBUYHO BbIsABICHO ¢ mogo3penneM Ha [ ICO 11 nmarnmentoB (puc. 1). /lnarHo3 ObLI MOATBEPKIACH

MOp(I)OJ'IOFI/I‘-IeCKI/I B 10 KIMHHMYCCKUX clIydadax.
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Puc. 1. Beisinennsie cirygan [ MUCO B Pecniy6iinke Mopaosus B 2011-2016 rr.

CooTHolieHne MYy>X4uH U >keHIIUH coctaBmiio 20 k 80% coorBercTBeHHO. Bee manmeHTsl
BHE 3aBUCHUMOCTH OT 1oJia ObLIN cTapiie 55 jerT.

[lepsuunas nokanuzauus [MMCO Hambonee wyacto ompenensinack B xenynke (y 4
MAlUMEeHTOB), B TOHKOM Kuike (3 cimyuas), pexe — B JBeHaauarturepctaoil kumke (1 ciaydaif), y 2
MAIMEHTOB [IEPBUYHAS JIOKAIM3ALMs He ObUTa YCTaHOBIICHA.

BoixuBaemocts B PecniyOnuke MopaoBust B TeUeHHE NEPBBIX IMSATH JIET IOCHE
MIPOBEJICHHOTO PaJIuKaIbHOTO TeueHus coctaniseT 90%.

Knununueckuit npumep. bonsnas H., 64 roga, oOparunacek k Bpady ¢ kano0amMu Ha IPUMECh
KpOoBM B Moue, oOcienoBaHa. [lo JaHHBIM yJIbTPa3ByKOBOTO HCCIIEAOBAaHUS M MAarHUTHO-
pE30HaHCHOM ToMorpaduu ¢ KOHTpPAaCTHUPOBAaHMEM NOCTaBUIM JuarHo3: Omyxoib JeBOW A0H
neyeHu. Yepes 5 Henenb NMpu KOMIBIOTEPHON TOMOTrpaduu ObUTO TOJYUYEeHO 3aKiIrodeHue: JlaHHBIX
Ha OmyxoJb neyeHu HeT. [logo3penne Ha BHeopranHyto onyxoib, [ MCO n KucTy nomkenyqouHon
xene3pl. [IpoBeneHo xupypruueckoe jieueHue PecrnyOarMkaHCKOM OHKOJOTMYECKOM JHCIIaHCepe:
JanapoTOMusl, yJAJIEHHWE OIMYyXOJIM C IUIOCKOCTHOM pe3ekuueil skemyzaka. 3akmtouenue: ['MCO
TANXMOGX. Omyxoib JIOKaIH3yeTcs B KeNyAKe, MPopociia BCE €ro CIOW, 3aTPOHYNA MEYCHb H
MOJDKENYAOYHYI0  JKEJle3y, HEBO3MOXXHO  OLEHUTb  CTENEHb IIOPAKEHUS  PErMOHApHBIX
TUM(ATHYECKUX Y3JI0B, METACTa30B HeET.

BriBoabI.

1. B Pecniyonuke Mopaosust T MCO BBISIBISIFOTCS Y JIUI] CTaplie 55 JIeT, 4TO COBMAJaeT C

nanaeiMu PO (50-65 ner).

2. B Pecniyobnuke Mopaosust [MMCO uyamie GONEOT KEHIIWHBI, COOTHOIIEHUE >KCHIUH K

myxuuHaMm coctaniseT 80 : 20% (B Poccuu 310 cooTHOMmEeHue paBHo 61 : 39%).
3. B Pecriybnmke MopnoBust Hanbosnee gacras neppuyHast jtokammzanus [ MCO — xemymox

(40%), xax u mo Poccun B 11esmom (50%), Tak u B 3apyOexHbIX cTpaHax (70%).



4.

BepkuBaemocte B PecniyObnmuke MopaoBusi B TE€UEHHME TIEPBBIX MATH JIET TOCTE
MPOBEACHHOTO paguKalibHOro TeueHus cocrasisier 90%. Jlannsie no P® we

IIPEJCTABIICHBI.
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