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Pecnyonuka benapych

Iens. I[TpoBecTn aHANMM3 MEPBOTO COOCTBEHHOIO KJIMHMYECKOTO HAOIIONEHUS] CETEBMIHON aHTMOMMKCO-
ugHoi MuoduodpodaactHoi omyxomn xenyaka (PAMT), kotopas SIBISIETCSI peIKOM ME3eHXMMAaJIbHOM OITyXOJIBIO,
BrepBbie onucaHHoi B 2007 r.

Marepunan u Meroapl. [TpoaHaIM3MpPOBaHbl KIMHUYECKAs] KapTMHA 3a00J1eBaHMsl, Pe3yJbTaThl METONOB MC-
cenoBaHUsI, MPUHUMITBI MOP(MOJIOTMYECKON AMArHOCTUKYU 1O MaTrepuany cOOCTBEHHOTo HaOMIOACHUS U JOCTYII-
HoI1 6a3bl JaHHBIX PubMed.

Pesyabratel. PAMT sBisieTcs o4eHb peaKoi Me3eHXMMAaJIbHOI OIYXOJbIO C YHMKAJIbHBIMUA MOp@doioruie-
CKUMM XapaKTepUCTUKaMu, KOTopyio cienyeT oTaeasith oT GISTs u apyrux Me3eHXUMalbHbIX OMyXOoJei Keaynka.
Bce onucanHble B uTepaType HaOOAeHUS ObLIM MO0 CllydyailHOW HaXONIKOM, MO0 AMAarHOCTUPOBAaHbI BO BpeMs
3IMU30/a XEeNTYyTOYHOTO KpoBoTeueHus. Haille HaGmoneHre WILTIOCTPUPYET TPYIHOCTH IUdbepeHIIMaabHOM nra-
THOCTUKM U MHOTOOOpa3ue KIMHUYECKUX MPOSIBICHUI.

3akmouenne. [TpeacTaBieHHbIN ciayyvaii siBasieTcs nepBbiM onucaHueM PAMT B pyccKOSI3bIUHOI JIMTepaType
u B benapycu. BriepBole B Mupe NpuBeeH ciiydail HaOMoAeHUST TIepBUYHO-MHOXECTBEHHO! Jokanu3aiuu PAMT.

Knrouegoie crosa: aneuomukcouonas muo@uoépodaacmuas onyxons JHceayoka, KUCmbl NOONCEAYOOUHOU Jcene3bl,

xupypeuveckoe ae4eHue

Objectives. To carry out the analysis of the first own clinical observation of the plexiform angiomyxoid myo-
fibroblastic tumor (PAMT), which is a unique mesenchymal tumor firstly described in 2007.

Methods. The clinical picture of the disease, results of the diagnostics methods, principles of morphological
research of own observation and accessible database of Pubmed have been analyzed.

Results. PAMT is a very rare mesenchymal tumor with unique morphological characteristics and it should
be distinguished from Gastrointestinal stromal tumors (GISTs) and other mesenchymal tumors of the stomach. All
cases described in the literature were considered as an accidental finding or diagnosed during the gastric bleeding.
Our observation illustrates difficulties of the differential diagnostics and variety of clinical manifestations.

Conclusions. The presented case is the first description of PAMT in the Belarusian and the Russian litera-
ture. The case of observation for the initially-plural localization of PAMT is given firstly in the world.

Keywords: angiomyxoid myofibroblastic tumor of the stomach, pancreatic cysts, surgical treatment
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Plexiform angiomyxoid myofibroblastic tumor of the stomach: literature review and own observations
S.I. Tretyak, S.M. Rashchynski, O.A. Yudina, I.E. Shimanski, N.T. Rashchynskaya, T.I. Korotkaya

Beenenne

MeseHXUMaabHble OMYXOJU XeJyI0UYHO-KK-
weyHoro Tpakrta (KKT) oTHocsATCS K penkum u
IOKa ellle MaJou3ydeHHBIM 3aboseBanusMm. Ilo
JAHHBIM JIUTEPATypbl, MX 4YacTOTa HE TpeBbIlIa-
et 10-20 cayyaeB B rog Ha 1 muiH. yenosek [1].
BosblMHCTBO Me3eHXuMalibHbIX omyxosieil 2KKT
M0 TUCTOJIOTUYECKOMY CTPOEHUIO OTHOCSITCS K
raCTPOMHTECTUHAbHBIM CTPOMAJbHBIM  OITyXO-
M (gastrointestinal stromal tumours — GISTs),
KOTOpBIE TOJIBKO B 60 % ciydaeB JIOKAJIM3YIOTCS
B xxeayake [1]. B 2007 r. Y. Takahashi et al. [2]
OInucCaJIi JiBa clydyasi YHUKAJIbHON Me3eHXUMallb-

HOI OIyXOJIM XeJyaKa, KoTopas Mocje MpoBeae-
HUSI UMMYHOTHCTOXMMUYecKoro aHanuza (MT'A)
umena npusHaku ominuHbie oT GISTs. ABTopbl
0003HaUYMIM €€, KaK «CeTeBUIHAs aHTMOMUKCO-
uaHass MuohuOpoOaacTHAsT OMyXOJb KEeJydKa»
(plexiform angiomyxoid myofibroblastic tumor of
the stomach — PAMT). [1o naHHBIM JIUTEpaTypHI,
€e yacTtoTa cocTapisieT He Oojiee yem 1 Ha 150
cayuyaeB GISTs nokannzoBaHHBIX B Xenayake [3].
st omyxonM xapakTepHa CeTeBHUAHAas MO-
JieNib pocTa ¢ npoaudepauueil BepeTeHO00pa3HbIX
KJIETOK, pa3feieHHbIX OOoraToii MeXKJIETOYHON
MaTpuuei, a ee ciausernogoOHasi CTpoMa XOpo-
IO KPOBOCHAOXAETCsl MOCPEACTBOM MHOXECTBA
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MeJKux cocynoB. Ilocie MMMYHOIMCTOXMMMYE-
CKOTo OKpalllMBaHUSI CTpOMa OMYXOJM JaeT IO-
JIOXKUTEJIBHYIO PEAKILIMI0 HA aJlbLIMAHOBBIN-CUHUN
[2]. Bo Bcex mepBoHaualbHO OINMMCAHHBIX CIyda-
SIX KJIETKW OITYyXOJIM MMeEJU TOJOXUTEJIbHYIO pe-
akuMio Ha BUMEHTUMH (Vim) M o-aKTUH TJagKux
MbllLL (0-SMA) M OTpuLIaTeIbHYIO peakivMio Ha
CDI117 (KIT) unu CD 34, KOTOpbIe SIBJISIIOTCS
Mapkepamu GISTs [2, 4]. C MoMeHTa 1epBoii 1y-
OJMKalMM B MCTOYHMKAX JIUTEPaTypbl UMEITCS
cooOiieHust o 22 HabmoaeHusix PAMT [2, 3, 5,
6,7,8,9, 10, 11].

Hexp Hameil myOaMKaIUM: CpPaBHUTEIHHBIN
aHAJIM3 KIMHUYECKON KapTUHBI 3a00JieBaHus,
MPUHUMIIOB AuddepeHInaTbHON AUArHOCTUKU
PAMT c oueHKOI pe3yabTaTOB XMPYPrudeCcKOro
JIeYeHUsl TI0 MarepuajaM COOCTBEHHOIro HalOJIo-
JIEHUS] U JaHHBIM JIUTEPATypHl.

Marepuaja u MeTOAbI

B oktsa0pe 2011 r. Ha 0a3e OTHEICHUS XU-
PYPTUYECKOI TEeIMaToJIOTUM OBbLIO ITIPOU3BEICHO
OTepPaTUBHOE BMEIIATENBCTBO y 34-JIeTHe# ma-
IMEeHTKA TI0 TIOBOAY KHCTO3HBIX 00pa30BaHMIA,
pacrioylaraBIIMXcsl B BepXHEM 3Taxe OpIOLIHON
MTOJIOCTU. Pe3ymbTaThl MUKPOCKOITMYECKOTO WC-
cjenoBaHus onyxoJjei, mpoBeaeHHoro ¢ WIA,
TTO3BOJIVJIM  YCTAHOBUTH IWATHO3 «CETEBUIHOM
AHTMOMMKCOMIHON MUOGUOPOOIACTHOM OITyXOJIN
xenyaka». C 1eIblo IeTanmn3allii KIMHIYECKON
kaptuabl PAMT, mpunuumoB ee auddepeHim-
ATBHOM TMAarHOCTWKM M JICUEHMS OBLT BBITTONHEH
nouck B 0aze gaHHbIX PubMed mo kiroueBbIM
cjoBaM “gastrointestinal mesenchymal tumors” u
“plexiform angiomyxoid myofibroblastic tumor of
the stomach”. B mocienyronieM ObIJIN pacCMOTpe-
HBI pe3foMe M TTOJTHOTEKCTOBBIE BapMaHTHI MICH-
TUPUIUPOBAHHBIX IO KJTFOUEBBEIM CIIOBAM CTaTeit,
XapaKTePU3YIOIINX YacTOTY, OCOOCHHOCTH K-
HUYECKOM M IMaToMOp(OJOTUIECKON KapTUHBI
PAMT u crioco0Obl ee XMpypruyeckoro JeyeHusl.

Pe3yabTaThl n 00cy:xaenue

Bnepsele maumentka T. (34 nmer) Obuta TO-
CIIUTAIM3UPOBaHA B KIMHUKY B utoje 2011 r. 3a
MEIUIIMHCKOM TTOMOIIBIO 00paThjIach Ha YeTBEP-
ThIe CYTKM C MOMEHTA TTOSIBIICHUST OOJIEii OITOSICHI-
BaIOLIEr0 XapakTepa B BEPXHUX OTHelaX KMBOTA.
B nabGopaTopHbIX TMoOKazaTeiasx ObUIO OTMEUEHO
yBeandeHne B 3-4 pasza o-aMuia3bl B CHIBOPOTKE
KpOBM M B aHanmu3e Moud. [Ipw yiabTpa3sByKOBOM
HCClIeIOBaHMU OpraHoB OpiolrHoI mosoctu (Y3U
OBII) ObuIM ycTaHOBJEHBI MPU3HAKU OTeKa TKa-
HU nomkenymouHoil kene3nl (I12K) ¢ Hammumem
TTEPUTIAHKPEATUUECKOTO CKOIUICHUS KUIKOCTHU
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(ITCZK) B canbHUKOBOI cyMKe 10 55x45 MM (puc.
1), 4TO MO3BOJMJIO MPEATNOJOXKUTh HATUYKUe y Ta-
LIMEHTKN OCTPOTrO MHTEPCTUIIMAILHOIO MaHKpea-
tuta (OUII) c TICXK B calbHUKOBOI CyMKe.

Ha ¢doHe MeamkaMeHTO3HOI Tepanuu ObLIO
OTMEUEHO KYyMUpoBaHME OOJIEBOTO CHUHApOMA U
HOpMaJiM3alusl J1abopaTOpHBIX ITOKazarejeir B
TeyeHue AByX cyTokK. C LieJbl0 YTOUHEHHUS Xa-
pakTepa mpouecca B TkaHu [12K GonbHOI Oblia
BeimontHeHa CKT OBII ¢ BHyTpuBeHHBIM OOJIIOC-
HbIM YCUJIEHUEM HoacoaepKalliM KOHTPACTHBIM
BemiecTBoM («OMHUMIaK — 350»), 4TO ITO3BOJIMIIO
nmoaTBepauTh Hanmuue npusHakoB OUII ¢ TTCXK.
CiyyaifHOit HaxoJKOl ObLI0 OOHapyXeHHOe B
JIeBOM ToaauadparMaibHOM MTPOCTPAHCTBE OKPY-
1ol (popMbl 00pa3oBaHME C HAJIMYMEM YETKUX
KOHTYPOB M o4yaramu oObI3BECTBJIeHUS (puc. 2).

HakanyHe BboInmucku (3 Hemeau cTalMoHap-
HOTO JIeYeHUsI) MalMeHTKe ObLIO BBIMOJHEHO
MPT OBII. B canbHUKOBO CYMKe COXPaHSIIOCh
KHUCTO3HOE oOpa3oBaHue (10 55 MM) ¢ 3(pdek-
TOM CeIMMEHTAIlMN U HaJTUYUeM TTPUCTEHOYHBIX
TKaHeBbIX Macc (IETPUT), KOTOPOE Mpujiexaio
K nepeaHeMy KoHTYypy TKaHu [1T2K. OHO He ume-
JIO SIBHOW CBSI3M C IJIaBHBIM TMaHKpeaTu4eCKUM
npotokom (auametp ero go 1-2 mm). OgHako
XapakKTep ero pacrojiOXeHUsl He TO3BOJISIT UC-
KJIOUUTh €ro CBSI3b C JAOJbKOBBIMU MPOTOKAMU
12X (puc. 3).

B neBoM nopauadparmMaibHOM ITPOCTPAHCTBE
MOATBEPXKACHO HaJIMUMe KaJlbIIMHUPOBAHHOTO
KHCTO3HOTO 00Opa3oBaHUs g0 26x28 MM, YTO CO-
OTBETCTBOBAJO KapTuHe, mosydyeHHoi mpu CKT
OBII (puc. 2 u puc. 3). YuuTeiBass Bce BBIIIIE-
MU3JI0XKEHHOE, KJIMHMYecKasi KapTuHa 3aboJjieBa-
Hus Obl1a pactieHeHa, kak OIT ¢ TTCXK I Tumna no
D’Egidio A. u M. Schein [12]. [TanueHTKa Obl1a
BbIIMCAaHa Ha aMmOyJlaTOpHOE JieueHue, TaK Kak
obOpa3oBaHMe MMEJIO pa3Mephbl B Ipeaciax 6 cM,
a ¢ MOMEHTA €T0 BBISIBICHMS TIPOILIO MeHee 6-8
Henenb [13]. BHOBL oHa ObLIa TOCTIUTATIM3NPOBA-
Ha yepes JBa Mecsla Imocjie Beimucku. 2Kajnob Ha
0o B XXMBOTE He TpeabsBiasia. Ognako Y3U u
MPT OBII ¢ BHYTpUMBEHHBIM YCHUJEHUEM MO3BO-
JIWJIK BBISIBUTH YBEJWUYEHUE pa3MEpPOB HE TOJBKO
KHMCTO3HOTO 00pa3oBaHUsI B CaJIbHUKOBOW CyM-
Ke (107x60x80 MM), HO M KUCThI C IPU3HAKAMU
KaJbLUMHALIMKM, pacriojaraBlleiicss B JeBOM TOJI-
nuracdparManabHOM TpocTpaHcTBe (36x55%35 MM).
Kucro3Hoe obGpazoBaHue B CalbHUKOBOW CyMKe
CTajl0 MHOTOKaMepHbIM, a B IMPOCBETe KHUCT IO-
SIBUWJICS COJIMOHBIN KOMITOHEHT (puc. 4), 4To Ha-
POy ¢ APYTUMU TIpW3HAKaMU (KEHCKWIA TIOI,
MOJIOJIOM BO3pacT MalMEHTKW) MO3BOJIMIO TIpel-
MOJOXUTh HaJIUUMe Yy MalMEeHTKU OJHOro M3 Ba-
pUaHTOB KMCTO3HOI omyxoiu TTXK [14].

Bo BpeMs BBITTOTHEHUS OIEPATUBHOTO BMe-
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Puc. 1. YabrpacoHorpamma nanueHTkd T. B JieHb 1O-
CTYIJIEHHS] B CTAMOHAP C HAJMYHEM MNEePUNAHKPEATH-
yeckoro ckonienus xuakoctu (IICXK) B canbHUKOBO#
cyMKe

1IaTeJbCTBA ObLIO YCTAHOBJIEHO, YTO CBETJIO-Kpac-
HOE€ KMCTO3HO-COJIMIHOE 00pa3oBaHUE B CAJIbHU-
KOBOI1 CyMKe MMEJI0 MUKCOMATO3HbBII XapakTep ¢
KOHTAaKTHBIM ITpopacTtaHueM kamcyibl 12K B 00-
JlacTu ee Tena (puc. 5 A), UCTOYHUKOM KOTOPOTO
OBLIO MJIOTHORIACTUYECKOE KMUCTO3HOE 00pa3oBa-
HMe ¢ nepdopaTUBHBIM OTBEPCTUEM, KOTOPOE OT-
KpPBIBAJIOCh B MOJIOCTh CalbHUKOBOK cyMKU. OHO
HaxoOAWJIOCh B MOJCIM3MCTOM CJIO€ 3aIHEi CTeH-

Puc. 3. Pedopmar MPT-u300paxkenus namuenten T.;
C 1 — okpyrioii ¢gopmMbl 00pa3oBanne ¢ HAJMIHEM Ye€T-
KHX KOHTYpoB 10 28 mM; C 2 — mepunmaHkpeaTHyeckKoe
ckomnenne xuakoctu (IIC2K) B cabHUKOBOI cymKe

Puc. 2. Pedopmar CKT-u3zodpaxenus nampentku T.;
C 1 — okpyr0ii (hopMbl 00pa3oBaHne ¢ HATHYHEM YET-
KHX KOHTYPOB W 0YaramMd OOBI3BECTBJIEHHS 10 26 mMM;
C 2 — nepumaHKpeaTHMYecKoe CKOIUIEHHE XKHIKOCTH
(IICK) B canbHUKOBOI CyMKe

KU MPEIMIOPUYSCKOTO OTeNa XelyaKka (MHTpao-
MepalroOHHasi TACTPOCKOINS) M BU3YaJIbHO OBLIO
noaodHo GIST unu pudbpomukcome (puc. 5 B).

DKcIpecc-0MoICcusT  TO3BOJIMIA  MPEIIONIO-
KUTh JMarHo3 MUKCOMBL. [lapajuiespbHO OBLIO
YCTaHOBJICHO HaJIMYMe aHAJIOTMYHOIO KMCTO3HOIO
00pa30BaHMsI, UCXOAUBIIETO U3 CTCHKM OOJIbIIOI
KPMBM3HBI XeJIy[IKa Ha IpaHuUle TeJla M JTHA I10-
caenHero (puc. 5 C).

Puc. 4. Pedropmar MPT-u300paxkenns namuentea T.;
C 1 — okpyrioii ¢opMbl 00pa3oBanne ¢ HAJIMYHEM Ye€T-
KHX KOHTYPOB B MOAIMA(PArMajbHOM NPOCTPAHCTBE 10
36 mm; C 2 — KHCTO3HOEe 00pa3oBaHuEe B CAJbHHUKOBOW
CYMKe CTajJl0 MHOTOKAMEDHBIM, 2 B MPOCBETE KHUCT MO-
SIBUJICS COJIM/IHDII KOMIOHEHT

1T MEDPC He Minsk6tate Emergency HoBpital
Bx:1 TSI A IR

aste_cor_thin_slab_p Aug 311977
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Puc. 5. Unrpaonepanuonnsie dororpadmu KACTO3HBIX 00pPa30BaHMii Keaynaka (MOSICHEHHST B TEKCTE)

C yueToM xapakrepa MaToJOrMu M 30H €€ JIo-
KaJIM3alluM MalyeHTKe ObUla BbIMOJIHEHA aHTpy-
M3KTOMUSI C BHYKJIeallieii MUKCOUIHBIX 000JI0UeK
onyxosu U3 TkaHu T12K u KiImHOBUIHAST pe3eKLust
0OJIbIION KPMBU3HBI XeJy/IKa B 30HE JOKaIU3aluu
BTOpOI omnyxoJik. PaHeBasi MOBEpXHOCTb Ha TKaHU
tena I12K Obuta ykpbiTa IUIACTUHKOR abcopOMpy-
foiero paHeBoro MokpelTust «TAXOKOMB». Ilo-
cJleorepalOHHbBIN Mepuo mpoTeKaa 0e3 OCI0X-
HeHuii. [TauneHTKa ObUIa BhIMMCAHA U3 CTallOHA-
pa mocJjie ToJy4yeHus1 OKOHYATeIbHOTO TMCTOJIOTHU-
YECKOIo 3aKJII0UeHUs] Ha OCHOBAaHMU Pe3yJIbTaTOB
HT'A. TlepBuuHasi MMKpOCKOIMYECKasi KapTHHa
no nposeaeHuss MT'A omnyxoiu aHTpajJbHOIO OT-
Jieia KeJayjaKa COOTBETCTBOBaJla KHMCTO3HOW aH-
TMOMMKCOME, a BTOpasi KMCTO3Hasl OIyXojb Oblia
MpeicTaBjieHa MbILIEUYHOW U (PUOPO3HOI TKaHbIO
C yyacTKaMu aHTMOMAaTo3a Mo TUITy KaBepHO3HOM
reMaHTruoMbI (puc. 6).

WUT'A He BBISIBUJ TIOJIOXUTEJBHBIX pPE3yiib-
tatoB (puc. 7 A u B) nHa mapkepst GISTs (CD
34, CK, CD 45, CD 117) u HeBpunomsl (S 100).
Mapkepst UTA (Vim, Desm, a-SMA), xapaktep-
HbI€ [IJIs1 CETeBUAHON aHTMOMUKCOUIHOW MUO(U-
OpOoOJIACTHOM OITYXOJIM KeIyaKa MMEJIN IT0JI0XKM-
TeJbHBIN pe3ynbTaT (puc. 7 C).
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VYhaneHHbIe OMyXOJUW WMEIW HU3KWIA TTOKa-
3aresb MpoandepaTUBHON aKTUBHOCTH OITyXOJIe-
Boii Tkanu (Ki 67 < 10%), 4T0 KOppeaupyeT C
THCTOJIOTMUECKOM CTereHbio auddepeHIMpOBKI
OTIYXOJIM U OTIPE/IENSIET ee 3I0KaYeCTBEHHBIN T0-
TeHIMasl. B HaleM HaOMIOAeHUN HE 3apeTUCTPH-
POBaHO peLUIAMBA OIMYXOJU WIN €€ MeTacTa3upo-
BaHUSI B TeUeHUE 7 MECSIICB.

Puc. 6. Knerku onmyxosm B MuKcouaHoi crpome. Iluro-
I1a3Ma OMyXOJIeBbIX KJeTOK 303uHo¢mibHas (IemaTok-
CHJIAH 1 303uH, x400)
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Puc. 7. Pe3yabraThl HMMYHOTMCTOXMMHYECKOTO OKpalmiMBaHus. A — KieTku omyxoim Heratusubl K CD 117 (x200); B
— KJIeTKH omyxo/m HeraTuBHBI K CD 34 (x200); C — KJIeTKH 0myXo/i no3uTHBHbI K a-SMA ([Inamuntensumin, x400)

ITo panubIM nutepatypsl, PAMT B paBHOI
CTETNEeHU BCTPEYAIOTCSI KaK y MYXYMH, TakK U Y
KeHuH (o 11 cimyuyaeB). BospacT maiueHTOB
ObL1 oT 7 siet no 75 net (cpenHuii Bo3pact — 39,5
net). Pasmepsl PAMT konebanuch B mpeaenax ot
19 mo 150 mm [2, 3, 5, 6, 7, 8,9, 10, 11]. 3oHoii
JIOKaJTM3aIuy OMyXoJi B 16 ciydasix OBUT TOJBKO
aHTpaJIbHBINA OTHEN Xenmynka [2, 3, 5, 6, 7, 9, 10,
11]. ¥ 6 manumMeHTOB KpOME aHTPaJbHOrO OTIEeja
MepeaHell CTeHKU XeJyaKa OMyXoJib 3aXBaThiBajia
Y JIyKOBMILY ABEHAALIATUINIEPCTHON KMUIIKU [3, §].
B OGonbmuHcTBe cinydaeB (13/22) KIMHUYECKUM
MPOSIBJICHUEM OITyXOJM ObUIM 3TMU30bI XKeJya0u-
HO-KHUILIEYHOTO KPOBOTEUEHMSI M3 BPO3U U SI3B,
KOTOpbIE pacrojiaraiich B aHTPaJbHOM OTIEsIe
xemynka [3, 6, 7, 10, 11]. CummTomMsl Hapyle-
HUSI BBaKyallUM U3 Xejlyaka Ha (OHe BHELIHETo
CAABJEHUSI €r0 MPOCBETa OIMyXOJbl0 ObUIM OTMe-
yeHbl y 3 mauueHToB [3, 5, 8]. OmyxojeBUIHbIE
00pa3oBaHUsI, KOTOPbIe ObLIM CIydaliHON HaXo[l-
KOI Tpu 00C/Ieq0BaHUH IO MOBOAY APYruX 3a00-
JIeBaHWi1, ObUIM OMUCAHbl Pa3IUYHBIMUA aBTOPaMU
B 3 HaOmopenusax [3, 7, 8]. Ilepdopamus omy-
XOJM ¢ KJIMHUKON MEepUTOHUTA OIUCAHA TOJBKO
Y. Takahashi et al. [2]. Bo BTopoM Habm10aeHNN,

ormmucanHoM Y. Takahashi et al. [2], Tak Xe Kak u
B KJIuMHUYeckoM ciaydae Y. Sing et al. [9] PAMT
OB CJIyJYaliHOM HaXOAKON BO BpPEeMsl BBITIOJIHE-
HUSI Olepaluy IO TOBOAY APYroil MaTOJIOTUMU.
C yuetom BbIIen3noxkeHHoro PAMT He mmeer
creuUIecKuX KIMHUYECKUX CUMIITOMOB 3a00-
JIeBaHUSI, HO O BO3MOXHOCTU €€ CYyLIeCTBOBAHMSI
BCerla HY>KHO MOMHUTDH Y MAlUEHTOB C XKeJya0u-
HbIM KpOBOTeueHHeM. 30Ha JIOKAIU3AlUU OIyXO-
JIK BO BCEX CJIydYasix COOTBETCTBOBAJIa aHTPaIbHO-
My OTHeny kemynka [2, 3, 5, 6,7, 8,9, 10, 11].

B maHe AMArHOCTUYECKOro Moaxoaa BBUIY
MaJloro KOJIMUeCTBa HaOMIOAEHUN MOXKHO TOJIb-
KO TMepevYuCInTh METOAbl IMarHOCTUKU, KOTOPbIE
MO3BOJIMJIM PELIUTH BOMPOC O HEOOXOAMMOCTHU
XUPYPTrU4YECKOTO JICUYSHMSI MallMeHTOB, 00BbEM KO-
TOPOro Ompeesiics Mo XOAy ONepaTUBHOTO BMe-
1IaTeabcTBA. DTO ObUIM 330(haroracTpoayoaeHO-
ckonusi, Y3 OBIT, CKT OBII [8, 9, 11]. Apkoit
WTIocTpauyeit  npobnem  auddepeHunanIbHON
JUATHOCTUKU SIBIISIETCSI U UCTOPUsI 3a00JeBaHMSI
Hallel MalueHTKU.

Xupypruueckoe BMellaTeabcTBO y 18 maru-
€HTOB ObLIO BBHIMTOJIHEHO B Pa3MYHbIX BapHaHTaxX
JIVCTAJIBHOM pe3eKInu Xenynaka [2, 3, 6, 7, 8, 9].

115



© C.M. Tperbsik ¢ coaBT. AHIMOMMKCOUIHAS MUO(PUOpOOIaCTHAsST OMYyXOJIb XKeJTyaKa

B yeThIpex caydasx ymanoch IMPOM3BECTH JIOKATb-
HOE€ UCCEeYEHME CTEHKM KeaylKa BMeCTe C OIMyXO-
neio [3, 5, 10, 11].

Bo Bcex HaOmomeHusx, BKIHOYash M Halll
cayyaii (puc. 5), omyxojib MMella OeloBaTO-KO-
PUYHEBBIN MM KPAaCHOBATHIM IIBET C MOJBYATOU
CTPYKTYpOli ee Macchl, KOTOopasi Haxoawiach B
MOACIM3UCTOM cJjloe Xenyiaka. B 2/3 HabntoneHu-
SIX TIOBEPXHOCTh OITyXOJIM OblIa M3bsI3BJIcHA, a B 1
ciyyae mmesa MecTo Iepdopalus onyxonu [2, 3,
5, 6, 7, 9]. Kpome Halrero HaGIoaeHNsI, KICTO3-
Hasl JiereHepalysi OMyXoJiM OTMeueHa B cliydyae
oosbiioro pazmepa PAMT (150x110x70 mm) Y.
Takahashi et al. [8].

B npenenax crenku xenynka PAMT Bcerna
JEMOHCTPUPYET MHOTOY3JIOBYIO CETEBUIHYIO MO-
JieJ b pocTa ¢ nposaudepaliueil BEpeTeHoO0pa3HbIX
KJIETOK, pas3feleHHBIX Ooraroil MeXKJIeTOYHOI
MaTpulieil, a cM3enono0oHasi CTpoMa MMEET XOpOo-
1ee KpoBOCHAOXeHUEe IMOCPEeACTBOM MHOXKECTBa
MeJIKUX cocynoB. OryxojieBble KJIeTKU 00JagatoT
OBAJIBHBIMU SIIpaMU ¥ HEMHOTO 303WMHOMUILHOM
LIATOTUTa3MOM. SphIIKy OGIemHbIe, Kpas KIETOK
HeueTkue. B ciyvasix, mpencraBieHHBIX A. Yo-
shida et al. [7], HeOObIIIOE YKMCIO KJIETOK OIy-
XOJIM UMeJI0 MOP(OJTOTUIECKIE XapaKTepUCTUKH,
HaITOMHUHAIOIINE KIeTKW TIagKOW MYCKYIaTyphl
(TymBle KOHIIBI SIAep M TOHKWE JUTMHHBIE 303WHO-
(bmIBbHBIE BHIMSYMBAHUS IUTOIIA3MBI), YTO TIO-
CITY>KUJIO TIOBOIOM TSI MCTIOb30BaHUS TEPMUHA
«utekcuopMHast aHTHOMUKCOUIHASI OITyXOJb».
Boiee Toro, M. Miettinen et al. [3], ony6iukoBaiu
cood1eHue o 12 caydasix (MOBTOPHBIN MepecMOTp
npenapatoB B CIIIA 3a mocnennue 40 jeT) Takoit
K€ OIMYXOJIW TION Ha3BaHUEM <«IUIeKCH(opMHast
(pubpoMuKcoma», TaK KaK OIMyXOJib MMejla ceTe-
BUIHYIO apXUTEKTypy ¢ KOMOWHAIMEH MUKCOWMI-
HbIX U (PUOPOMUKCOIHBIX KOMIIOHEHTOB. Bo Bcex
HaOmoneHnusix crpoMa PAMT wumena mosoxu-
TEJNBHYIO PEaKILINIO TIPU OKPAIIMBAHUY aTbIINAaHO-
BBIM-CMHUM ¥ ObITa Oorata MaJeHbKUMU W TOH-
KOCTEHHBIMA KPOBEHOCHBIMU cocymamu. Kietku
OTTYXOJIM MHOTIAa OKPYKEHBI TICEBIOBAKYOJISIPHBIM
JTaKyHapHBIM  TIPOCTPAHCTBOM, OTPAaHUYCHHBIM
ceTblo BOJIOKOH Matpulibl [3]. Hekpos omyxomnu
OBIT OTMEYEH TOJBKO B OIMHOM M3 HaOMIOMeHUI
Y. Takahashi et al. [2], B citydyae KOTOpPOro mMesia
MeCTO KJIMHUKA nepdopalu KeyaKa.

006s3aTeTbHBIM KOMITOHEHTOM AU hepeHIIN-
anbHOI muarHoctuku PAMT ot mpyrux MmeseH-
XMMAaJTBHBIX OTYXOJiel KenylKa SIBIIeTCs TIpo-
BeneHue MI'A. Bo Bcex omyOIMKOBaHHBIX MCCTIE-
noBaHusx it PAMT Oblia xapakTepHa MOJOXU-
TeJbHasl peakiysl Ha BUMEHTUH (Vim) U a-aKTUH
raaakux Mbii (o-SMA) ¥ oTpuuaTeIbHbINA pe-
syaeTaT Ha CD 117 (KIT), CD 34, NSE, S-100,
ALK, EMA, xotopeie xapaktepHbl 111 GISTs
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WIW APYTUX ME3eHXUMAaJIbHBIX OIyXoJel. XOTs
B HEKOTOPBIX CJIydyasiX, OMyOJMKOBAaHHBIX B UC-
ciaenoBaHusx M. Miettinen et al. [3] u Takahashi
et al. [8], Obuta OTMeEYeHa YacTMYHAST UMMYHO-
PEakTUBHOCTb Ha KaJlbAeCMUH, AecMUH wiun CD
10, uTOo B OOMBIIEH CTEIEHM CBUAECTEILCTBYET O
MoKa elle HeI0CTaTOUHOU CrelM(UUHOCTU ITUX
peakuMii MM BO3MOXHOCTU CYILIECTBOBAHUS MO-
JumopdusMa 3Toro Buaa omyxonu. IIpu mpose-
neHun nuddepeHInanbHON nuarHoctuku PAMT
ceayeT TIOMHUTH O HAIMUYUM MUKCOMIHBIX Bapy-
antoB GISTs, B KjIeTKax KOTOPBIX MMEETCS IO-
JnoxutenbHas peakuus Ha CD 117 (KIT), CD 34.
KneTtku ceTeBUaHOM HelipohrOPOMBI 1atOT MOJIO-
KUTENNbHYI0 peakuuio Ha S-100, a MUKCOMTHOI
JICHOMMOMBI MMEIOT TOJOXUTEIbHbI pe3yabTaT
WT'A na xanpnecmuH, necmuH uau CD 10.
OueHka OMOJOTMYECKOTr0 MpOrHo3a Obliaa
MpoBeJieHa TOJbKO y 15 malueHToB (mepuo Ha-
GiromeHust coctaBu ot 2 1o 25,5 ner) [2, 3, 5, 6,
7, 8]. I3 Hux ymepno 3 maumeHTa OT MPUYMH He
csi3aHHbIX ¢ PAMT. B ocraBmmxcs 12 ciygasix
He ObLIO ONMMCAHO peLUMIrBa OMYXOJU WU MeTa-
cTasupoBaHMs B TedyeHue oT 1 roma mo 19,9 ner.

3akJroueHue

Hamr cnyvait sBisieTcsl TIepBBIM OTIMCAHMEM
PAMT B pycckosi3bluHOM auTepaType. BriepBbie B
MHpe TIPUBEIEH CiIydail TIepBUIHO-MHOXKECTBEH-
Hoil nokanuzauuu PAMT.

Hamre HaOmopeHue WUTIOCTPUPYET TPYIHO-
¢t muddepeHINaTbHON TUarHOCTUKA W MHO-
rooopasue KIMHUYEeCKUX TmposiBieHuit PAMT.
[NepBruHEBIf TUAarHO3 y HAalllel MAIMEHTKU OBLT
«OCTPBI TIAHKPEaTHT C (OPMHUPOBAHHMEM TIe-
punaHkpeatudyeckoil kuctbl (Tunm 1 D’Egidio —
Schein), KOTOpEI B MOCIEAYIOIIEM ObUT M3MEHEH
Ha «KHUCTO3HYIO oImyXxojb [12K». Tonmpko Bo BpeMs
BBITIOJTHEHUS OITEPAaTHBHOTO BMEIIATEIbCTBA yaa-
JIOCh YCTAaHOBUTH MCTOYHUK OIYXOJIU M BO3MOXK-
HYIO TIpUpOy 3a00JIeBaHMSI.

Bce onucanHble HaOmoaeHuss PAMT Obuin
0O CcilyyailHOM HaXOAKOW WJIM JUarHOCTUPO-
BaHBI BO BpPeMsT 3MHU30/a KEITyIOYHOTO KPOBOTE-
yeHus. [lpencraBisieT OONBIION WHTEpPeC W TOT
(akT, yTo BO Bcex ciyuyassx PAMT pacrnonaranach
B QHTPAJLHOM OTIEJE XKETYAKa.

CereBUgHAsg AaHTHOMUKCOMAHAS  MHODU-
OpoOJiacTHasl OMyXOJIb XKeJIyaKa SIBJISIETCS O4YeHb
pPEIKON MEe3eHXMMAJIBHOM OITyXOJBbIO ¢ YHUKAJb-
HBIMA  MOP(HOTOTUUYECKUMH  XapaKTepUCTUKaAMU
otnnyHbiMu OT GISTs u nmpyrux Me3eHXuMasb-
HBIX omyxoJieit xkenmynka. OTCYTCTBHE aTUITMYHBIX
OITYXOJIEBBIX KJIETOK M OYeHb HU3KUIT mHuekce Ki-
67 mpearonararoT JOOPOKAYECTBEHHYIO TPUPOLY
OITyXOJIU.
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