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MOTUBAIIMOHHASA XAPAKTEPUCTHUKA TEMBbBI

OO11ee BpeMs 3aHATHIA: 2 4.

eab 3aHATHA: 03HAKOMUTBLCS C AMUJEMHOJIOTUEH, STHOJIOTHEH, TTaTore-
HEe30M, Kiaccudukanued, KIMHUKON, TUAarHOCTUKON M JICYEHUEM TacTpOMHTE-
CTUHAIBHBIX cTpoMaibHbIX onyxouent (IT1CO).

3amaun:

— 3aKpEeINuUTh 3HaHUA 00 MUAEMHOIOrUH, 3THoJoruu 1 narorenese ' UCO;

— ocBouTh knaccupuxkaruo 'MCO,;

— PaccMOTPETh KIMHUYECKHUE MPOSIBICHUS U BO3MOYKHBIE OCJIOKHEHHS
I'MCO, ocobeHHOCTH TeueHus 3a00IeBaHus;

— u3yuuth MeToabl AuarHoctuku [ MCO n HayuuThCA MpaBUIBHO UHTEP-
IPETUPOBATH PE3YJIBTATHl HHCTPYMEHTAIBLHOTO 00CIE0BAHMS;

— Y3HAaTh OCHOBHBIE IPUHIIUIIBI KOMOMHUPOBAHHOIO JICUEHUSI, OCOOCHHO-
CTH XUPYPrUYECKOro MOCOOUs B 3aBUCUMOCTH OT «IOBEJACHUS» OIYXOJIH U Y-
TEW METaCTa3UpPOBAHUS.

Tpe0oBaHusA K MCXOAHOMY YPOBHIO 3HAHMM. /|1 MOJHOrO yCBOCHMS
TE€MbI HEOOXOIUMO MTOBTOPUTH:

— W3 HOPMAJIbHOM aHATOMHUH YeJIOBEKAa: OCOOCHHOCTH KPOBOCHAOKEHUS
KETyJKa U KUIIEYHUKA, yTH BEHO3HOTO U JTUM(PATHIECKOTO OTTOKA,

— THUCTOJIOTMH: THCTOJIOTHYECKOE CTPOCHUE MHUILIEBO/IA, KETYIKA, TOHKOU
U TOJICTOM KUIIIKH;

— martosiorndeckoi aHaromuu: npoucxoxjaenue I'MCO u ocobGeHHOCTH
MMMYHOTUCTOXUMUU,

— BHYTPEHHUX M XUPYPrUUYECKUX OO0JIe3HEH: KIMHUKY, JUATHOCTUKY U
JIeYeHNEe OCHOBHBIX HEOIMyXOJEBBIX 3a00JIEBAHHM MUIIIEBO/IA, JKEITyIKa, TOJICTON
KHILKH.

KoHTposbHbIE BONPOCHI U3 CMEKHbIX TMCIUIJINH:

1. Anatomuueckue U Tornorpaduueckue 0COOEHHOCTH MUIIEBOAA, JKEITy/ I~
Ka, TOJICTOM KUIIIKH, 3a0pIOIIMHHOTO MTPOCTPAHCTRA.

2. OnpenenceHre ME3eHXUMATBHOW TKaHU U Iy TH AU HEPEHITTPOBKHY.

3. OCOOCHHOCTH THUCTOJIOTUYECKOTO CTPOCHHS IHINEBOAA, KEITyaKa, TOJ-
cToi Kuku. OCOOEHHOCTH KPOBOCHAOXKEHUS (apTepuaibHOE U BEHO3HOE) U ITy-
TH JIUM(POOTTOKA.

4. OCHOBHbBIC KIIMHUYECKHUE MPOSIBICHHS OMyXOJIeH MUIIEBOA, KEIYIKa,
TOJICTOM KUIIKH.

5. OcHOBHBIC 337]a4M U MPUHIIUIIBI JTy9€BOU U SHOCKOMUYECKOMN TUarHo-
CTUKU OmyXoJjei rpyaHoi u Opromuoit nosocteit (Y3U, KT/MPT, ®I'JIC, xo-
JIOHOCKOIHS, JTAMTaPOCKOIIHS ).

KoHTpoJsibHBIE BONIPOCHI 10 TeMe 3aHATHS:

1. Dnuaemuonorus, 3a6oeBaeMocTb U cMepTHOCTH 0T [TMICO.
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2. Knuunueckue npuszHaku ['MCO B 3aBUCMMOCTM OT JIOKalIM3aLHUH.
OcnoxHenus 3a00JI€BaHUS.

3. OcHoBHBIE IPUHLUITEI U MeTO bl quarnocTuku ['MCO.

4. MeTtoabl KOMOMHUpPOBaHHOTO JeyeHus naueHtoB ¢ ['ICO.

5. Peabunuranus u nucnancepnoe Habmoaenue namueHTos ¢ [ MCO.

BBEAEHHUE

["actpountectuHanbHas ctpoManibHasi onyxoib (I'MCO, anrn. GIST) siB-
nsieTcss HauboJee paclpoCTPaHEHHON ME3eHXUMAaIbHOU OMyXOJIbIO JKETy1I0YHO-
KUILIEYHOTO TpakTa U cocTapisieT 1-3 % OT Bcex racTpOMHTECTHUHAIIBHBIX OITy-
xonelt. [Tepsoe ynomunanue o I'MCO otHocutes k 1983 r., korga M. T. Mazur
u H. B. Clark, ucrnonb3yss MeToabl UMMYHOTHCTOXMMUYCCKOW JTUATHOCTHKH,
BIIEpBbIE OOHAPYKUJIM TPYIIy HOBOOOPA30BaHUM, UMEIOIIMX MPHU3HAKHU TIai-
KOMBIIIIEUHOM U HelporeHHoU auddepeHmpoBku. OHU BIEpBbIC BBEIN TEPMUH
['MCO nyst 0603HaYEHUST OTJEIBHOM TPYIIIBI ME3EHXUMaIbHBIX HOBOOOpa30Ba-
HUM, KOTOPHIE€ OTJINYATUCH IO CBOUM MOP(OJIOTHYECKUM MPU3HAKAM OT JAPYTHX
paHee M3BECTHBIX HEIMUTEIHAIBHBIX OIYXO0JIEH, TaKuX Kak JieilomMuoma, Jeno-
Muocapkoma. B 1998 r. Onmaromapsi uccieoBaHUSM SIMOHCKUX YYEHBIX ObLIH
OTKPBIThl MAaTOTEHETHUYECKUE M MOJEKYISIPHO-TCHETUYECKUE MEXaHU3MBI, Jie-
xamue B ocHoBe pa3zputus [ ICO.

Yamre Bcero 'MCO nopaxkarot xenyaok (60 %) u Tonkyro kumky (30 %),
pexe BCTPEYaroTCsl B TOJICTOM KHIIKE M IMHILEBOJE, KpailHE PEAKO pacroJjara-
I0TCS BHE MUIIEBAPUTEIHLHOTO TPaKTa, B 3a0PIOIIMHHOM IMPOCTPAHCTBE.

AIMMUIAEMHNOJO0I'UA

ITo maHHBIM CTaTUCTHKU, exxeroaHas 3adonesaeMocts I ICO B Poccun co-
craBisieT 13 ciaywyaeB Ha | muH xuteneil, T. €. okojgo 2000 marMeHToB B TOJ.
Berpeuaemocts 3a6oneBanust B CILA peructpupyercst ot 3000 qo 4000 ciryqaes
B 1071, B AAnonnu — 2 Ha 100 000 nHacenenus. B PecniyOnuke benapych exeroiHo
peructpupyercs nopsiaka 11 cayqaes ¢ [TICO (0,12 na 100 000 HaceneHus).

I'MCO uyare Bcero BeisiBisitoTCs B xkenyake (40—70 %), pexxe — B TOHKOH
kumke (ot 20 10 40 %) u menee 10 % — B nuIIEBOIE, TOJCTOW U MPSIMOU KHIII-
Kax. TakKke OMmyXoJii MOTYT pa3BUBATHCS BHE JKEIIYJOUYHO-KUIIIEYHOTO TPAKTA,
B OpIOLIHOM MOJIOCTH: B CajJbHUKE, OpbDKEWKE, MaTKe U 3a0pIOIIMHHOM IpO-
CTpaHCTBe. Torma OHU Ha3bIBAIOTCS BHEKHIICYHBIMH TaCTPOWHTECTUHATBHBIMH
ctpoMansHbiMu omnyxoisiMu (BIICO). Kak mpaBuiio, oHu GoJiee arpecCHUBHBI.
I'MCO u4amie BcTpeuaroTcss y Myx 4uH (10 55 % cnydaeB), 4eM y JKECHIIUH.
Cpennuii Bo3pacT NaueHToB cocTaBisieT 5S5—60 ner.
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Yacto 'MCO He BBISBISAIOTCS TIPH KU3HU U CIyYaliHO OOHAPY>KMBAIOTCS
MIPU CEKIUH TIOCTIE CMEPTHU OT APYrux 3aboneBanuil. Tak, B OTHOM U3 SITOHCKUX
HCCIIEIOBAHUM Y TPETH MALMEHTOB, ONIEPUPOBAHHBIX 110 IOBOJY paKa »KeJIyJKa,
B YJaJICHHBIX 00pa3liax MpH TIIATEIbHOM TMCTOJIOTHYECKOM HCCIIEeI0BAaHUH Obl-
JM BBISBIIEHBI MUKpPOCKONMYECKHE OIyXoiH, okazasmmecs [TMCO. YuuteiBas
0ecCUMIITOMHOE TE€YEHHE, OCOOCHHO MPH MalbIX pa3Mepax OMyXOJH, MOKHO
MPEIOJIOKUTD, UTO 3a00JIeBaHIE Pa3BUBACTCS HAMHOTO Yallle.

ITUOJIOI'US U KAHIEPOT'EHE3

J10 HACTOAIIETO BPEMEHU KaKOW-THO0 3THONOTUYECKUH (aKTOp B pa3Bu-
tun ['MMCO ne onpenenen. Cuuraercsi, yto ucroyHukom ['MCO sBisitoTcst UH-
TEPCTULMAIBHBIC ITIOPUIIOTEHTHBIE KiIeTKH Kaxaiisd, Tak Ha3bIBaeMble BOJIUTEIN
puTMa KunieyHuka. B OonbimHcTBe cinydaeB Bo3HHMKHOBeHHE ' MICO cBsizaHo C
myTtaruein B rene KIT (70-85 %) nmu6o B rene PDGFRA (3-9 %). [Tpubnuzu-
tenbHO y 10-15 % manumentoB ¢ 'MMCO He ynmaercs oOHapyXUTh MyTaluil B
ATUX reHax. Takoil BapUaHT OMYXOJIU MIPUHATO OTHOCUTH K «JIUKOMY» TUITY. [
JAHHOT'O TUIIA XapaKTepHO OTCYTCTBUE MyTalui B 3k30Hax 9, 11, 13 u 17 rena
KIT u 3x3onax 12, 14 u 18 rena PDGFRA (peuentop dakTopa pocta TpoMOO-
mutoB A, CD140a). Onyxosid «JIMKOTo» Thma 0ojiee XapaKTepHBI Ui JICTeH
(85 %), onm BcTpewaroTcss oueHb peAko. [Ipw ATOM KIIMHUYECKH OTMEYaeTcs
MYJIBTULEHTPUUECKOE MOPAXKEHUE KEIyAKa U, 4To He xapakrepHo 1 ['MCO,
HaOIIOAA0TCA METAacTa3bl B JUM(ATUYECKUE Y3JIbl. Y TAIUEHTOB C «IUKHAM)»
TUIIOM MOTYT BBISIBJISITBCS TAKKE MyTallUd B T'€HAX CYKIMHATACTUIPOTECHA3HI,
KRAS, BRAF, NRAS.

KiroueBas pons B pazsutun ['ICO oTBOAMTCS CrIOpagnvecKOM MyTalllH
B reHe peuenropa tuposuHkruHassl c-KIT, npeacrasistonero codoil TpaHcMeM-
OpaHHBIN pPELEeNTOP, KOHTPOJUPYIONIUN KIECTOUHBIN ITMKJI, MUTOTUYECKYIO aK-
TUBHOCTSH, AU depenimpoBky kieTok. AktuBaiusa KlT-perentopa omyxosieBbx
KJIeToK omnpexaensercs skcrpeccuedt CD117 (mpoTewH TUPO3MHKUHA3HOTO pe-
uernropa). B to xe Bpems B 8 % cilydaeB MMEIOT MECTO MyTalld PeUenTopa
PDGFRA.

Takum oOpazom, B HacTosiee Bpems K [ MCO oTHOCST Me3eHXUMAaIbHbIE
HOBOOOpa30BaHUs KEIyTOYHO-KHUILIEYHOTO TPAKTa, XapaKTePHOU 0COOEHHOCTHIO
KOTOPBIX siBJIsseTCs dKkcnpeccus mapkepa CD117 (95 %), mo3uTuBHAS peakius
Ha DOG1 (npotenn, nponymupyemsiii [ ICO), HenmocTossHHAS SKCIIPECCHS Map-
kepoB CD-34 (70 %), SMA (rnmagkomsiieunbiii aktuH) (20-30 %), mecMmuHa
(<5 %) u 6enka S-100 (10 %).



[Tarorenes pa3BUTHUS CTPOMAIBHBIX OIyXOJIEH JKeTy/Ka B COCTaBE TPUA/IbI
Kapnuu*, cunnpoma Kapuu—Crpatakuca™* u neiippopudpomarosa I tuma*™** cps-
3aH ¢ nepuuuToM (epMeHTa CyKIIMHATIACTUAPOreHas3bl. Tepanus HHruOuTopaMu
TUPO3WHKMHA3 Y TAKUX MAIIMEHTOB Majiod(pdeKTUBHA.

HACJIEACTBEHHOCTb

BbonbumucTBo [MICO sBIIsItOTCA ciopaanyeckuMu. Menee yem 5 % omy-
XOJIel pa3BUBAIOTCS B PaAMKaxX HACJIEACTBEHHBIX CEMEUHBIX MM UAMONATUYECKIX
MYJIbTHOITYXOJIEBBIX CHHAPOMOB. B mx uucie (1o yObIBaHHIO Y4acTOTHI BCTpeUac-
Moctu) HelipoduOpomaro3 I Tumna, Tpuana KapHu, SMOpHOHATIBHBIE MyTalud B
c-KIT/PDGFRA u cunnpom Kapuu—Crparakuca.

KIACCUPUKAIUA

I'ucronornyeckas kiaaccuurkamus. CoriacHo JaHHOU Kiaccudukaim,
pazimmuaroT cieayromme tumsl ' MCO:

1. Beperenokinerounsie (puc. 1, a).

2. DNHATEIMONTHOKIIeTOUHbIe (pHC. 1, 6).

3. CmermaHHbIC.

Puc. 1. Mukpogororpaduu [MCO ToHKON KHIIKH:
@ — BEPETEHOKJIETOYHBII BaApUaHT; O — SMUTEINOUTHOKIETOYHbIN BapuaHT (OKpacka remMaTo-
KCHJIMHOM M 303MHOM, yBennueHue x 400)

*Tpuana Kapuu (1977) — penxuii, He ABNSIONIMICA HACIIECTBEHHBIM CHHIPOM HEM3BECTHOM THONO-
THH, XapaKTEePU3YIOIIUNCS MOPAKEHUEM MPEUMYIIECTBEHHO JIII )KEHCKOTO T0J1a B MOJIOJIOM BO3pacTe ¢ pa3BU-
THEM MHOXECTBEHHBIX OITyXOJIeH B HECKOJBKMX OpraHax (Kak MpaBWJIO, FAaCTPOMHTECTHHAIbHAS CTPOMAalIbHAS
OMYXOJIb JKeNyJIKa, XOHAPOMAa WU raMapTOXOHApOMa JIETKOTO M SKCTpaapeHaioBas maparanrinomMa).

** Cungpom Kapan—Crpatakuca npeacTasiseT coboii cogetarne IMCO sxenyaxa ¥ MHOKECTBEHHBIX
naparanriioM. JlanHoe 3a0oJieBaHUE SBJSIETCS HACJIECICTBEHHBIM, BCTPEUASTCSl HYallle Y MOJIOJABIX KEHIIUH U
00yCJIOBIIEHO ayTOCOMHO-IOMHUHAHTHOW MYyTaIlMel B TeHaX, KOAUPYIOMIUX MOITUIIBI )epMEHTa CYKITUHATACTH -
poTreHaskbl.

*** Heitpohubpomaros I Tuma, acCONMUPOBAHHBIH C «IUKUMY» THIIOM, YACTO CONPOBOXKIAETCS MYJIhb-
tuteHTpuueckuM poctom I'MCO, npenmy1ecTBEHHO JOKAIU3YeTCsl B TOHKON KHUIIIKE.
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Yanie Bcero BCTPEUAKOTCS 8epemeHOKAeMoUHble CIMPOMATbHbIE ONYXOU
(70 %). TUCO maHHOTO THIA COCTOSAT U3 BHITSHYTHIX KIIETOK, (DOPMUPYIOIINX
y4KooOpa3Hbie CTpyKTyphl. bonee yem B 90 % ciydaeB OmmyXxoiau accOLMHUpO-
BaHbl ¢ KIT-myranusamu u mydire noagaroTcess XMMAOTEPAIIUN.

Jnst  snumenuouoHoKIemouHblX CMPOMATIbHLIX ONYXoJeli XapaKTEePHBI
OKpYTJIbIE U OBajibHbIC KJIETKU C P03MHOMDUIBHOW Wi aMm(puuiIbHONU IUTO-
1a3Moi, (OPMHUPYIOIIUE COIHUIHO-ATBBEONIIPHBIE CTPYKTYpPbl U KJIECTOYHBIC
«rHe3na». Onu BerpeuaroTes pexe (20 %) u, Kak MpaBUilo, aCCOLMUPYIOTCA C
«mukumy» tarnom (WT) u PDGFRA-myTanusmu.

Cmewannviti mun BcTpedaercs npumepHo B 10 % ciiydaeB u xapakrepu-
3yeTcsl COYETAHUEM KaK BEPETEHOKIIETOYHBIX, TaK M SMUTEIUOUTHOKIETOYHBIX
YYaCTKOB.

CragupoBanne no cucreme TNM, onenka crenenn nud¢epeHnnpos-
KM M pucKa nporpeccupoBanusi. OCHOBHBIMU MPOTHOCTUYECKUMHU (PAKTOPAMHU
ABJISIFOTCS: MUTOTUYECKUI UHIEKC, pa3Mep U JIOKAJTU3ALMS OIyXOJIH.

MuUTOTHYECKUI UHIIEKC OMpPEAEIIeTCA MyTeM MOJCUYETa YUCIIa MUTO30B B
50 moussix 3peHus npu yBenndeHun Mukpockona 40x. Cmenenv ougghepenyu-
PO6KuU OTIPEEISIETCS CIETYIOIIMM 00pa3oM:

— HU3KAM MHUTOTHYECKHM MHIEKC — YacToTa MUTO30B 5 u MeHee B 50 11o-
JSIX 3pEHUS;

— BBICOKMW MUTOTHYECKUU MHJIEKC — YacToTa MUTO30B Ooiiee 5 B 50 mo-
JSIX 3PEHMSL.

Knaccugurkayus TNM (8-¢ uzganne, 2017 1.) cneayroias:

1. T — nepsuunasa onyxonn:

— T1 — onyxonb < 2 CM B HauOOJBIIEM U3MEPEHUH,

— T2 — omyxousb > 2 cM, HO < 5 cM B HauOOJbIIEM U3MEPEHUH,

— T3 — onyxoab > 5 cM, HO < 10 cM B HauOOJIBIIIEM U3MEPCHUH;

— T4 — onyxonb > 10 cM B HauOOJIbLIEM U3MEPEHHUHU.

2. N — pecuonapuvie numgpamuueckue y3oi:

— NX — HeIOCTaTOYHO IaHHBIX JJIi OLUEHKH COCTOSIHUS PETMOHAPHBIX
TUM(}ATUYECKUX y3J10B,;

— NO — oTcyTcTBYIOT MeTacTa3bl B perHOHAPHBIX JIMM(ATHUECKUX y3IIax;

— N1 — wumerorcs MeracTa3bl B PETMOHApHBIX JUM(ATHUECKUX y3iax
(mpu TUCO metacta3sl B pEerHOHAPHBIX JUM(PATHYCCKUX y3JaX BCTPEUAOTCS
pEnKo, MOATOMY B Te€X ClIydyasix, KOrja craTyc JUM(aTHYeCKUX y3J0B HE MOXKET
OBITh OIICHEH KJIMHUYECKHU U MOP(OJIOTUYECKH, paccMaTpuBatoT kak NO BMecTo
Nx wm pNXx).

3. M — omoanennvie memacmasoi:

— MO — HeT OTAAJIEHHBIX METACTA30B,;

— M1 — umMmeroTcs OTAaJEHHbBIE METACTA3BI.

Kpurepuu cranupoBanus ' ICO npusenens! B Tad. 1.



Tabnuya 1
Kputepuu craanpoBaHus omyxoJieii :KeJTyKa U TOHKOH KHIIIKH

Cragus ‘ T ‘ N | M ‘ MuTOoTHYECKHII HHAEKC
Kenyoox
1A T1, T2 0 0 Huskuit
IB T3 0 0 Huzkwmit
I T1, T2 0 0 Bricokuii
T4 0 0 Huzkwmit
A T3 0 0 Bricokuii
1B T4 0 0 Bricokuii
Y Jro0as 1 0 JIr000e 3HaucHuE
JIrobas JIro6oit 1 JIro6oe 3HaueHue
Toukasn kuwka
[ T1, T2 0 0 Huskuii
| T3 0 0 Huskuit
HIA T1 0 0 Bricokuii
T4 0 0 Huszknit
1B T2, T3, T4 0 0 Bricokuii
Y JIrobas 1 0 JIr06o0e 3HaueHue
JIro6as JIro6oit 1 JIro6oe 3HaueHue

Ilpumeuanue: KpUTEPUHN CTAJUPOBAHUS OIYXOJIEH JKEJIyAKa MOI'YT IPUMEHSTHCS MIPU
nepBuuHbIX conuTapHblx [ MCO canbHMKa; KpUTEPUHN CTAIUPOBAHUS OMYXOJIEH TOHKOM KUIII-
k1 MoryT npumenatses npu I'MMCO nuieBoga, 000104HON U MPSIMOM KUILKK U OpbDKEHKH.

KIIMHNYECKASA KAPTUHA

['MCO He umeroT crenrupuyeckux CUMITOMOB M YacTO JIOCTUTAIOT 0O0JIb-
IUX pa3MepoB 03 KaKUX-INO0 KIMHUYECKUX MPOSBICHUN W OOIIEro yXyJie-
Husi cocrosinus naruenTta. Hepenxko TMCO oOHapykMBaroTCA CIy4ailHO TIpH
Y3U/KT npu npodunaktuaeckomM 00CIeT0BaHUN WK OOpaIlieHUH TaIllieHTa 110
noBoay Apyrux 3adoneBanuii. Yacto 'MCO quarHocTupyroTcsi B X0€ SKCTPEH-
HBIX OTIEpallNii, CBSI3aHHBIX ¢ Tiepdopalneil opraia Uil KPOBOTCUCHUEM.

beccumnromaoe teuenne [ MICO otmeuaercs B 20 % ciyqaeB. B 20-50 %
HAOIOICHUI BO3HHUKAIOT OOJIH B )KUBOTE 0€3 ueTKoM Jokanu3anun. OcTpbie Kpo-
BoteueHus u3 paznuuHbix oTAenoB JKKT passuBarorcs B 50 %, a Henmpoxoau-
MocTh — B 10-30 % ciydaeB. B criekTpe cCHMITOMOB MOKHO OTMETHTD YBEJINYE-
HUE B 00BEME JKUBOTA, aHEMHIO, CJIA00CTh, IIOTEPIO MACCHI TeJa, OTPBIKKY, H3KO-
'y, TOIITHOTY, PBOTY, HEOMOTaHUE, TUCKOM(OPT B KUBOTE, HAPYIICHHS CTyJIa B
BUJIE TIEPUOJUYCCKHUX 3amopoB. MHOT/Ia MalMeHThl 3aMeYaroT MPUMECh KPOBH B
CTYJIC WJIM YEPHBIN CTYJI, YTO CBUACTEILCTBYET O KEIIYI0YHO-KUIIIEYHOM KPOBO-
teueHnr. OHAKO TIEPEYUCIICHHBIE MPU3HAKUA HE SIBJISIFOTCSI CTPOTO MATOTHOMO-
HUYHBIMA U MOTYT OBITH MPHUCYIIH OIMYyXOJSM KEITYJOUYHO-KUIIEYHOTO TPaKTa
J000T0 TUCTOTCHE3A.



Ecnu onyxomb gocturaeT 00ibIIMX pa3MepoB, NAIMEHThl MOTYT 3aMETUTh
aepopMaIiio )KMUBOTa UM CAMOCTOSITENIFHO MaIbIIMPOBATh OMYXOJb, YTO SIBIIS-
eTcsi MoBoIoM oOparteHus k Bpauy. Cpenu ocnoxknenuit [ MCO naunbosnee yacto
BCTPEYAETCS JKEIYI0YHO-KHIIEYHOE KPOBOTEUEHUE, KOTOPOE HEPEAKO MPOTEKa-
€T CKPBITO M MPUBOJUT K NOCTTEMOPpPAarnyeckoil anemuu. Pexxe 3T HOBoOOpa-
30BaHUs MaHUPECTUPYIOT nepdopammeid, pacrajaoM OIyXOJH, BHYTPUOPIOIITHEIM
KPOBOTEYEHHEM WJIM KUIIEYHON HEMPOXOAUMOCTBIO, YTO MPOSIBISIETCSI COOTBET-
CTBYIOIIEH KIIMHUYECKOW KapTUHOM.

[Ipu duszukamIpHOM 00CIIeIOBAaHNH TMAlMEHTa MOYXXHO OOHAPYKUTH Jiedop-
MAaIMIO TIEpeIHe CTEHKHU KUBOTA, BUAMMYIO MEPUCTAIBTUKY KUILIEYHUKA MPU
SBJICHUSIX KUIICUHON HEMPOXOJAUMOCTH, IIIYM IIeCKa, a MPU Mablallud — OIy-
X0JIb B OprourHoi nojoctu. [Ipu n3011MpoOBaHHOM MOPAKEHUH OpPTaHa OMyXOJb
MO>KET XOpOIIIO CMEIIAThCS, MPU OOJIBIIMX pazMepax U MPOpacTaHUU COCETHUX
OpraHOB M TKaHEH OHA CTAHOBUTCSI MAJIONOIBHXKHOM.

Ha momenT muarnoctuku 3abosneBanus y 15-50 % manmueHToB yke UMEroT-
Csl METacTa3bl, HO PaCHpPOCTPAHEHUE MpoIIecca, KaKk MPABUIIO, OTPAHUYEHO Ipejie-
namu OproirHo¥ nosioctu. [Ipu aTom B 65 % HaOMI0ACHUI BBISBIISIOTCS METacTa-
3bl B IEU€Hb, B 21 % ciryyaeB BcTpedaeTcsl AUCCEMUHALMS IO OPIOIIHHE.

JTUATHOCTHUKA

JlnarHo3 ycTaHaBiIMBaeTCsd HAa OCHOBAHWM KIMHUYECKHX IPHU3HAKOB, pe-
3yJIbTaTOB MHCTPYMEHTAIBHOTO OOCJIeI0BaHUS U, TJIABHBIM 00pa3oM, MaToMop-
dosoruueckoro 3akioueHus. B o0cienoBanne naueHTa BKIOYCHBI !

1. Coop anamHe3a U OCMOTp; OOIIMK aHAJIU3 KPOBU C MOJCUETOM JIEHKO-
UTApHOU (POPMYIIbI, KOJTMYECTBA TPOMOOIIMTOB, SPUTPOIIUTOB U OTIPECICHUEM
YPOBHSI T€MOTJI00MHA; OMOXUMUYECKUN aHAJIU3 KPOBU C OMNpPEIeTICHUEM MoKa3a-
Tene PyHKIMM MeueHu, MmoYeK, ypoBHs MeNToYHon docdartasbl, KalbIus, IITHO-
KO3BL.

2. Dupockommnueckoe obcienoBanue: OIJIC (puc. 2); snmocoHorpadwms
(puc. 3), 4TO MO3BOJSAET OOBEKTUBHO OLEHUTH pPAa3MEPhl, MPOTIKEHHOCTD,
CTPYKTYpPY OITyXOJH, MOpPaXEHUE CTEHKU OpraHa; BUACOKAICYJbHas 3HIOCKO-
nust (puc. 4).

3. Pertrenockomnus xenyaka, 12-mepcTHoit KUKy (puc. 5).

4. Y31 opraHoB OpIOLIHON MOJOCTH U Majoro Ta3a (OMyXoJu MNpsIMOM
KUIITKH).

5. KT opranoB OproiiHO# MOJOCTH ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHUEM
(puc. 6, 7) — onTUManIbHBI METOJ KaK IPU NEPBUYHBIX OMYXOJAX, TAK U MPH
METaCTaTUYECKON OOJIEe3HHU.

6. MPT opranoB manoro Taza C BHYTPUBEHHBIM KOHTPACTHPOBAHUEM
(puc. 8) — onTUMaILHBIN U 00JIE€€ TOYHBIA METO/I TUATHOCTHUKH.
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7. ITo3utponHo-3MuUccHOHHas Tomorpadus, coBmerinennas ¢ KT (Bbimod-
HSIETCSl IPU COMHUTENBHBIX pesynbratax KT u ans oueHkn mMeTabonInyecKoro
a¢dekTa JeueHus).

8. Mopdonornueckoe 1 UMMYHOTUCTOXUMHYECKOE MCCIIEOBAaHUS — OC-
HOBHBIE 00bekTUBHBIE KpuTepun Bepudukanuu ['MICO. OHu BBIIOTHSIOTCS Ha
710~ U TIOCJIeonepamoHHoM dTanax (6uomnrat omyxonu nocie GI'IC, pekTocko-
MUY U yJaJeHHasl OMyXoJb). B OKOHUATENbHOM TMCTONOTUYECKOM 3aKIIIOUEHUHU
JOJKHBI OBITh YKa3aHbl pa3Mep OIYXOJIH, JIOKaIU3alus, MOppOJIOrHIeCKUil T,
MUTOTUYECKUN HMHJIEKC, HAJIWYUE pa3pblBa KalCysbl OMyXOJIM (€CIU TaKOBOE
HMMEJIO MECTO).

[Ipn HEBO3MOXKHOCTH MpeNONEepallMOHHON Bepu(UKalMKU AUArHO3a U MPU
yOeIUTENbHBIX KIMHUYECKUX U HJIOCKOMMUYECKUX MPU3HAKAX JIOKAIN30BAHHBIX
dopm I'MCO (kak mpaBuiio, IpU pasMepe OmyXxoy < 2 ¢cM) MOP(OJIOTHIECKON
JMarHOCTUKONW MOYKHO MpeHeOpedb, €CJIM HE IUIAHUPYETCs MpeaonepanroHHast
Tepanusi UMaTUHUOOM.

NMMyHOTHCTOXMMHYECKOE HCCIEOBAHUE BKIIOUACT OMPEICIICHUE JKC-
npeccun CD117 (puc. 9), DOG1 (puc. 10) n/umu CD34 (puc. 11) u sBusercs
00s13aTeNTFHBIM JIS1 TOATBEPIKICHHSI TMarno3a. MoneKyasipHO-TeHETHUECKUI aHa-
3 (puc. 12) nokazan B cimydae CD117- u DOG1-nHeratuBHBIX omyxosei (ompe-
nenenre mytarui B reHax KIT (ax30mb1 9, 11), PDGFRA (3x30HBI 12, 14, 18,
D842V) uiu KOHCTaTalus UX OTCYTCTBHS B YKa3aHHBIX TeHAX («IHKHI THII)).

Puc. 2. TUCO xenynka, BeisiBiieHHas mpu @I'C (ommyXob yKka3aHa CTPEITKOH )
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Puc. 4. TUCO noaB3aouIHOM KUK, BBISIBJICHHAS IPU BUIEOKAINCYJIbHOM SHIOCKOITUU

11



’ ""

Puc. 5. Perutrenorpamma xeinyaka v 12-nepcTHON KUIIKY (PEHTT€HOCKOMHUS KeTyAKa
u 12-nepctHol kuiku ¢ cynbpatoMm 6apust). Ctpenkoit ykazana I'MMCO HuxHel ropu3oH-
TaJbHOU BETBU 12-TIEpCTHOM KUILIKU

Puc. 6. KommprorepHasi ToMmorpaMma opraHoB OpPIOIIHON MOJIOCTH ¢ KOHTPACTUPOBAHHEM
(ctpenkoii ykazana ' MCO »xenyka)
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Puc. 7. KommbproTepHas ToMorpaMmma OpraHoB OpIonTHOM mosiocTa (cTpenkont ykazana [MCO
HUCXOJSIIEro OT/e’a 000J0YHOM KHUIIIKH)

Puc. 8. MarautHo-pe30HaHCHas TOMOTpaMMa OPraHOB MaJIoro Tasza (crpenkoi ykazana [ MCO
NPSMON KHILIKN)
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Puc. 9. Muxpodororpadus sxcnpeccun CD117 B TMCO ToHKO# KUIIKK (KJIETKH C SKCIpec-
cHel MapKepa BbII€JI€Hbl KOPUUHEBBIM IIBETOM)

Puc. 10. Muxpodororpadus sxcipeccuu DOG1 B TMMCO TOHKON KAMIKHU (KJIETKH € IKCITPEC-
CHell MapKepa BbIICJICHbI KOPHYHEBBIM IIBETOM )

Puc. 11. Muxpogotorpadus sxcrpeccun CD34 B T'MCO ToHKO#M KMIIKK (KJIETKH C SKCIpec-
cHel MapKepa BBIIENICHB KOPUIHEBBIM IIBETOM )
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Insertion in 9 exon KIT (c.1509_1510insGCCTAT, p.Y503_F504insAY)
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B. Deletionin 11 exon KiT (c.1735_1737delGAT, p.D579del)
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Puc. 12. TIpumeps! cexBennpoBanus 9 u 11 sx30H0B rera KIT u 12 u 18 sx3on0B rena PDGFRA
(cTpenkaMu yKa3aHO TIOSIBJICHHE TEHETHYECKOTO HapyIIICHUS])

15



JIEYHEHHUE

B mnacrosmee Bpems neuenne [MICO sBiseTcss KOMOMHMPOBAHHBIM U
BKJIIOYAET B ce0sl XUPYPrHUECKOE JICUCHHUE U JIEKapCTBEHHYIO Tepanuio. JlyueBas
Teparus BECbMa OrpaHUYEHa B KCIIOJIb30BAaHUM BBUJY PUCKA OOJIyYEHHS OKpY-
KAIOUIMX TKaHEH U BO3MOYKHA IPHU JIOKAJIM3ALNHU OITyXOJIH B IIPSAMOM KHILIKE.

Xupypruyeckoe Je4eHue. Xupypruueckoe JICUEHHUE SBIISICTCS OCHOBHBIM
OpyU OTCYTCTBMM IPU3HAKOB JUCCEMHUHAaLUMU Impouecca. Ero addexktuBHOCTH
OIPEIENIAETCS CTENEHBIO JOKAIbHOM paclipoCTPaHEHHOCTH OO0JIE3HU U PaJUKaib-
HOCTBIO BMEULIATENbCTBA. [Ipy JIOKaNbHOM MOPAKEHUM YacTOTa PELIUIUBOB IIOCIIE
paTuKaIbHON onepanuu npubdmmkaercsa K 35 %, Ipu MECTHO-PAaCIpPOCTPaHEHHOM
3a00JICBAaHUU C BOBJICUYCHUEM OKPYKAIOIIUX OPTraHOB U TKaHer — mocturaet 90 %.

Lenpro pagukanbHON onepanuy SBJIAETCS YIAJICHHE OIMyXOJIH BMECTE C
YacThIO OpraHa W OOJIBIIUM CaTbHUKOM. Ba)kHBIM ycIOBHEM BMeENIATENbCTBA
SBIIICTCS U3OJIALINSA OIMYXOJIH OT OKPY>KAIOIIUX 3I0POBBIX TKaHEH M Mmpoduiiak-
THKa MOBPEKIEHUS OMYXO0JIM BBUAY BBICOKOTO MMILJIAHTAIIMOHHOT'O MOTEHIHANIA.
[Ipu nmopakeHUH >KemyaKa MOXKET BBIIOJHATHCS €ro pe3eKUrs WA racTpIKTO-
MUs, NpU TOPAKEHUU TOHKOW KHUIIKU (puc. 13) — pesekuuss mopaxeHHOIO
ydacTKa BMecTe C OpbDKEHKOH, MpU MOPaKEHUU TOJCTOW KHUIUKH — TEMHKO-
JOHAKTOMHUS. TOJBKO B MCKIIFOUHUTEIBHBIX CIydasX — IIPU pa3Mepax OIyXOJu
MEHEE 2 CM, €€ JIOKJIN3alUu B MUIIEBOJE, IPSIMON KUIIKE, JOKA3aHHOM HHU3KOM
MIOTEHIMAJIE 3JI0KaY€CTBEHHOCTH — BO3MOYKHA JHYKJIEAUUsl OMYXOJIH, KIMHO-
BH/JIHAs PE3EKUUA U TPAHCAHAJIBHOE yIaJICHUE.

Puc. 13. Untpaonepaunonnas ¢pororpadus. 'MCO Gonpmnx pazMepoB TOHKOM KMIIKH

VY 3HaYUTENBHON YaCcTH MALMEHTOB JIa)Ke MOCIE TIOJHOTO YJAJIEHUS OIyXO-
JM OTMEYaeTcs nporpeccupoBaHue 3adosneBanusi. OCHOBHBIMH (paKTOpaMH, BIIH-
SIOIIMMHA Ha BBDKMBAEMOCTH NpU XupyprudeckoM Jieuennn [MCO, gBustoTcs:
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pasMep MepBUYHON OMyXoud (> 5 cM), MUTOTHYECKHM WHAEKC, JOKAJIU3allus,
pa3BUTHE PEIUINBA, TepHOPALHS UITH PA3PhIB OMTyXOJIM BO BpEMS OTIepaIiy.

[Tpu n3HAYaIBHO HEPE3EKTAOCIEHOMN OITyXOJIM MTPOBOAUTCS HEOATbIOBAHT-
Hasl TapreTHas XUMHOTEpanwus C MOCIEAYIOmEeN OIeHKON A(P(HEKTUBHOCTH Tepa-
MU U BO3MOKHOCTH BBIMIOJHEHUSI XUPYPrUUecKoro jeuenus no nanubiM KT wnm
MPT. Ilenbto Takoro Mojaxo/ia sSBJISAETCS YMEHBIICHUE OMYX0JId B 00beMe, YTOObI
CO31aTh YCIIOBUSA IS €€ MOCIEAYIOIIEr0 PAIUKAIBHOTO yIaJICHUS.

JlekapcTBeHHoe JieueHHe. CUCTEMHAss XUMHOTEPAINs 3JI0KaYECTBEHHBIX
I'MCO He maeT yaoBIETBOPUTEIBHBIX PE3YJbTATOB. Y POBEHb OTBETA COCTABJISA-
et ot 0 no 27 %. [Ipu 3TOM MennaHa BbKMBAEMOCTH MALUEHTOB, MOTYYHBIINX
ATOCTAaTUYECKYI0 XUMHUOTEpaIuio, Bappupyet oT 14 1o 18 mec.

B nacrosee Bpemsi Harbosiee 3 PEeKTUBHBIM JIEKAPCTBEHHBIM CPEJICTBOM
NEepBOM JIMHUM XUMHUOTEPAIUU SIBIISIETCSl TAPTETHBIN Mpenapat UMaTUHUO (MHTU-
outop TUpo3uHKUHA3bl). COrJacHO aJirOPUTMaM JIMArHOCTUKU U JICYCHUSI 3JI0Ka-
YECTBEHHBIX HOBOOOpA30BaHUH, MpenapaT Ha3HAYAETCA B KAUECTBE abIOBAHTHOM
Tepanvy TalMeHTaM BBICOKOW TIpyIIbl pucka B jedyeOHoi ao3e 400 mr/cyr
€XKEHEBHO B TeueHue roja. IIpum m3HAYaNbHO HEpe3eKTAOENbHBIX OIMYXOJISIX
MMAaTUHUO HAa3HA4YalOT B TOM K€ 03€ C OlEHKOU 3((DEKTUBHOCTH JICUEHUS IO
nanabiM KT/MPT kaxnbie 3 mec. B cinydae nepeBoga onmyXoiau B COCTOSIHUE pe-
3€KTa0ebHOCTU MPOBOJIUTCS XUPYPrUUECKOE JICUEHUE U MPOJOIIKACTCS XUMHUO-
tepanus. [Ipu HeappekTUBHOCTH JeUeHus J03a Mpenapara yBEJIMUYUBACTCS 10
800 mr/cyT, BIOCIEACTBUU OlleHUBaeTCs 3 PEKTUBHOCTD.

[Ipu mporpeccupoBanuu 3abosieBaHusi Ha (HOHE CaMOM BBICOKOM J103bI
npenapara Ha3Ha4YaeTcs BTOpas TMHUS XUMHOTEpPATui CYHUTUHUOOM.

IIporno3. lenenue ' MCO Ha mpOrHOCTUYECKUE TPYIIIBI B 3aBUCUMOCTH
OT pa3Mepa, JOKaIU3alui, MUTOTUYECKOTO UHAEKCa U (haKTa pa3pbiBa KarCyJibl

IpeACTaBIeHO B Ta0. 2.
Tabauya 2
IIpornocruyeckue rpyninbl raCTpOMHTECTHHAJIBHBIX CTPOMAJILHBIX OIYXO0JICH
(mo H. Joensuu, 2008 r.)

MurtoTu4ecknii Jlokaau3zanus
Puck peuuausa | Pa3mep omyxouu, cm
HHIEKC ONyXO0JId
O4yeHb HU3KHI <2 <5 JIrobas
Husknit 2,1-5 <5 JIrobas
ITpomMexyTouHbII 2,1-5 >5 Kenynok
<5 6-10 JTro0as
5,1-10 <5 Kenynok
Bricoknii JTroboit Jroboit Pa3poiB onmyxonu
>10 Jro0oii Jro0as
JTro0oii >10 JTro0as
>5 >5 JIrob6as
2,1-5 >5 Bue xenynka
5,1-10 <5 Bue xenynka
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MyTalmoHHbIN cTaTyc Takke 00JaJaeT MPOTHOCTHUYECKUM 3HAYEHHEM:
MAalUMEHThl C TOYEYHBIMU MyTalusMu, TymmkamusMu B 11 sk3one rena KIT
nredie PDGFRA (kpome D842V) nydime mommaroTcst JEYSHUIO W 00Iaaar0T
OJIarOMPHUSITHBIM MPOTHO30M.

CAMOKOHTPOJIb YCBOEHUSA TEMbI

Bornrochbl

1. IToxazarenu 3a6oneBaemoct [ UCO B PecyOonmke benapych u mpyrux
CTpaHax.

2. Uctounuk pazsutusi [ 1CO.

3. 'mcronornueckue Bapuantel ' ICO.

4. Tlytu metactazupoBanus, xapakrepusie 11 [TICO.

5. Kimaccudukauuss TNM I'MCO.

6. AGCOIOTHBIE UMMYHOTUCTOXMMUYECKHE MapKepbl ISl BepupUKAIIU
nuarnosa [ 1CO.

7. CunapoMBI, KOTOpbie MOTYT accoruupoBatbes ¢ ['CO.

8. Auarnoctuueckuii anroput™ npu nogo3penuun Ha I'NCO.

9. Metoap! neuenud nanuerTos ¢ ' UCO.

10. Kputepuii 111 BO3SMOKHOTO JTUHAMUYECKOTO HAOJIOJEHUS MPU yCTa-
HoBiieHHOM quarnose ['MCO.

11. JlekapcTBeHHBIE ITpenaparthl, ucnoib3yemMblie B Jeuenun [ 1CO.

CUTYAIIMOHHBIE 3AJTAYA

1. [TatimenT, 60 yeTr, B TEUEHHE IJUTEILHOIO BPEMEHHU JICUUJICA O]
HaOII0EHUEM TeparneBTa 1o NOBOAY MOJU(aKTOPHOU aHeMuu. bbuia BbINOIHE-
Ha ®OI'C, mpu KOTOpOW BbIsIBIEHA Ae(opMalus CTEHKU KeIyAKa Mo OOJbIION
KpUBHU3HE OYTrpUCTBIM 00pa30BaHUEM, 0€3 U3BSA3BICHUS CIIU3UCTOU 000JOUKH.

Has3zoeume npeononoscumenvhulii ouacnos. C kakumu 3a001e8aHUsMU Cie-
oyem oughghepenyuposams? Yxasxcume nian 006cie008anusi u MaKmuKy 1e4eHusl.

2. [TanmenTka, 55 ner, oOpaTwiach K XUPYpry ¢ kaao0amMu Ha HaJUYUE
ONyXOJM B MOJB3IOLIHOM 00JIaCTH CrpaBa, KOTOPYIO OOHapykujla caMoOCTOs-
TeNbHO. Jpyrux xano0 He npeabsBIsa.

Has3zoeume npeononoscumenshulii ouacnos. C kakumu 3a001e8aHusMU cie-
oyem ouggepenyuposamsv? Yrasicume nian o6¢ci1e008anus u maxKmuxy jeueHusl.

3. Ilaruent, 65 net, roCUTAIM3UPOBAH B XUPYPTrUUYECKOE OTIEICHUE C
anobaMu Ha B3IyTHE )KMBOTA, CXBATKOOOpa3Hbie 00JiM, ObljIa pBOTA C IMpHUMe-
ChIO0 TOHKOKHUIIIEYHOTO COAEPKUMOTO. BBIIO BRICTABICHO MOKAa3aHUE K SKCTPEH-
HoOU onepauuu. [Tocne namapoToMun Mpu peBU3UU OPraHOB OPIOLIHOM MOJIOCTH
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BBISIBJIEHA OIyXOJIb B CTEHKE IMOJB3JOIIHON KUILIKH C MPU3HAKAMU MHBaruHa-
uuu. [IpuBoasiiiyie NeTin TOHKON KUIIKA YMEPEHHO Pa3yThl.
Haszosume npeononoscumenvuwiti ouazcrnos. Kaxoi obvem onepamusHo2o

emeuwlamenbecmea Cﬂedyem BbINONHUMD ?

CIIMCOK UCIOJb30BAHHOM JUTEPATYPBI

1. Ouxonoecus : y4e6. nocobue : B 2 u. Y. 2 : Yacrnas onkosiorusi / A. B. IIpoxopos

[ 1op.]. Munck : HoBoe 3nanue, 2019. 480 c.
2. Aneopummsl TAATHOCTUKHU W JICUCHUS 3JI0KAYECTBEHHBIX HOBOOOPA30BAaHUH : KJIH-
HUYeckui mpoTokos / M-Bo 3apaBooxpanenust Pecn. Bernapych. Munck : Ilpodeccronab-

Hele u3ganus, 2019. 616 c.
3. Gastrointestinal stromal tumours: ESMO-EURACAN Clinical Practice Guidelines

for diagnosis, treatment and follow-up / P. G. Casali [et al.] // Annals of Oncology. 2018.
N 29. P. 68-78.
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