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PSEUDOMYXOMA OF THE PERITONE
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Summary. Peritoneal pseudomyxoma (PMP) is a rare clinical disease
characterized by diffuse intra-abdominal gelatinous ascites, the so-
called “jelly belly”, with mucinous implants on the surface of the
peritoneum. Werth first coined the term pseudomyxoma peritoneum in
1884. It was originally thought to be due to a perforated cystadenoma
of the appendix. However, it is now more commonly used to describe
the peritoneal extension of a mucus-producing neoplasm, most
commonly from the appendix, but also from the small and large
intestines, stomach, pancreas, lungs, breast, gallbladder, fallopian
tubes, and ovaries. Due to its lazy behavior, peritoneal pseudomyxoma
is often found incidentally at a relatively late stage during laparoscopy,
laparotomy, or imaging studies for other medical purposes. Peritoneal
pseudomyxoma merits consideration as a ‘borderline malignancy’ with
a variable prognosis depending on the site of origin.
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aUMEHTbI C CeMeNHbIM aAEHOMATO3HbIM NMOJINMO30M

(DAIT) fEMOHCTPUPYIOT MOBBIWEHHbIN PUCK pPa3BU-

TUS MYLMHO3HOW afeHOKapLMHOMbI yepBeobpas-
Horo oTpocTka. Mytauma KRAS Ttakxe npucyTtcteyet B 70%
afieHoM anneHgukca. [1]

Mpegnonaraemana  3a60sieBaeMOCTb  MCEBAOMUKCO-
MOV GPIOLIMHBI COCTABASAET NPUMEPHO OT 1 Ao 4 ciyyaes
Ha MUSIIVOH B rog. MepBrYHbIA y4acToK ngeHTudnumnpyeT-
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Anvomayus. TNcesgomnkcoma Opowmnbl (MIMIM) — pepkoe KnuHMYeckoe
3aboneBaHue, xapakTepusytLleeca ANGy3HbIM BHYTPUOPIOWHBIM CTYAEHU-
CTbIM aCLUTOM, TaK Ha3bIBaeMbIM “eneobpasHbIM XMBOTOM”, C MYLUHO3HbI-
MU MMNJaHTaTaMin Ha MOBEPXHOCTU GpioLLMHbI. BepT BnepBble BBEN TePMUH
nceBAoMUKcoMa bproLwnHbl B 1884 rogy. lepBoHayanbHO CYUTanoCh, YTo oHa
BO3HUKAET 13-3a NeppopupoBaHHON LMCTafieHOMbl anneHauKca. OfHaKo
B HacToALLee BpeMs OH 6osee LIMPOKO UCMONb3YETCA A ONUCAHUA NepuTo-
HeaNbHOr0 pacnpoCTpaHeHins HOBOOOPA30BaHWS, MPOAYLMPYIOLEr0 ClU3b,
yalile BCero u3 anneHANKCa, a Takke TOHKON 11 TONICTO KMLIKM, XKenyAKa, nof-
YKENYA0UHOIA XKene3bl, NErkitX, MONOUHOIA XKene3bl, KeNUHOro ny3bipa, Ganno-
nueBblX TPyO M AMYHNKOB. M13-3a CBOEr0 NEHUBOTO NOBEJEHUA NCEBAOMUKCO-
Ma OpIoWMHBI YacTo 06HApPYXMBAETCA CNYYANlHO HA OTHOCUTENbHO NO3AHei
(Tafuu BO BpeMA Nanapockonuu, NanapotoMun WAM BU3Yanu3uUpyHLLMX
NCCNesioBaHMin Ana Apyrux MeguLMHCKUX Leneii. MceBRoMUKcOMa BpIoLmMHbI
33C1YXKMBAET PAcCMOTPEHUA KaK ‘MOrpaHMuHan 3710KauecTBeHHas OnyXosb'
C U3MEHAILWMMCA NPOTHO30M B 3aBUCUMOCTY OT MECTA MPONUCXOMKEHUS.

Kniouesble cn08a: NceBAOMUKCOMA OPIOLIMHDI, aZIeHOMATO3HbIE MOAWMbI, M-
KoLiene, UuTopeayKuna, MUToMuLuH C, OHKOMapKepbl.

CA NPenMyLLEeCTBEHHO KaK MyLMHO3HaA afeHoKapLuMHoMa
anneHgukca. CpegHU BO3pacT NaLuneHTOB Ha MOMEHT Mo-
CTAHOBKM ArarHosa coctaBnan 53 ropa. MKeHwmHbl nopa-
KalTcA yalle, YeM MY>KUUHbI. [2]

CyllecTByeT HECKOMbKO 3TamnoBs, y4acTBY0OLWMUX B NaTo-
reHese NceBAOMUKCOMbI OptoLMHbI. [epBOHaYanbHO ony-
XOneBble KNeTKW, MPONCXoAALIMe 13 MyLIMHO3HOIO 3nuTe-
nma YyepBeobpasHOro OTPOCTKa, HEMpPepPbIBHO BblAenAoT
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CNN3b B MPOCBET YepBEOOPa3HOro OTPOCTKa 1 obpasytoT
MyKoLlene, KoTopoe B KOHEYHOM utore paspbiBaetca. CBo-
604HO nyaBawLle MyUMHO3HbIE SNUTE/INANIbHbIE OMYXO-
neBble KNeTKM 3aTeM MMMIAHTMPYIOTCA B Pa3fiMYHbIe YacTu
OpIOLWHOM NONOCTN NOJ AeNCTBMEM TOKa BHYTPUOPIOLLIVIH-
HOW XMIOKOCTU W CUibl TaxKecTn, bnarogapa OTCYTCTBUIO
Y HUX afre3nBHbIX CBOMCTB. DTO Ha3blBaeTCA Tak Ha3biBae-
MbIM ‘peHOMeHOM nepepacnpeneneHna’. BHyTpnbpioLwmH-
Has >KMAKOCTb Yalle BCero peabcopbupyeTtcs yepes npa-
Bbli MapaKoMyeckunin }enob K npaBon remupgradpparme
1 60NbLIOMY 1 MasioMy CajflbHUKY, CTAaHOBACH, TakuM 006-
pa3oM, OCHOBHbIMW MeCTaMU OT/IOXKEHUI OMyXONn, Koraa
KNeTKu nonagatoT B JIOBYLIKY B HebGonblwux numdatunye-
CKMX cncTemax. [paBrTaLus ABNAETCA APYTM BaXKHbIM Me-
XaHW3MOM MepepacnpefeneHns, KoTopblii cnocobcTayeT
HaKOMJIeHWNIO OMYXONEBbIX KNIETOK B MaJIOM Tasy, TakuX Kak
peKToBe3MKanbHbI MeLWOoK nnn melwok flyrnaca. [3,4]

MoABWXKHbIE OpraHbl, TakKMe Kak TOHKas KuliKa U ee
OpblKeika, OObIYHO MeHee MOABEP)KEHbI MOPAXEHUIO
Mo CpaBHEHUIO C 6onee HEMOABMXKHBIMU YacTAMU, TAKUMU
KaK aHTpanbHbIA OTAEeN, ABEHAAUATUMepPCTHO-IOBEHWTb-
HbIl U3rnb, cBA3Ka TpelTua, nneoueKanbHas N PeKToCur-
MovgHas 06acTu, Ha PaHHen cTaguy npouecca 3abone-
BaHUA. Ho Ha TepMMHanbHONM CTagum 3abonieBaHNA MOXET
6bITb OXBayeHa BCA OplolWwHas NofocTb. IMnnaHTupoBaH-
Hble OmnyxoneBble KeTKM MPOAOSIKAIOT pPa3MHOMXKaTbCA
1 BblpabaTbiBaTb 6OJbLIOE KONMUYECTBO C/IN3U U B KOHEY-
HOM UTOre 06pPa3yloT MYyLMHO3HbIA acUUT B TEYEHME Me-
cAuUeB MM Jaxe NeT. YpesmepHasa onyxoneBas Harpyska
M nocnepyiollee BblCOKOE BHYTPUOpPIOWIHOE [aBrieHue
MOTyT elle 6Gofblie OrpaHVUYUTb OMOPOXKHEHME KMLLey-
HUKa N Ja)ke NPUBECTU K HEMPOXOAUMOCTU TOHKOW KuL-
KK, Tpebytlen xmpyprunyeckon pesekuumn. Coobuianoch
O BHEOPILWNHHON NHBA3UN B OCHOBHOM B MNjleBpasibHyio
nonocTtb. JIumpatmyeckne nnm reMatoreHHble mMeTacTasbl
BCTpeyatoTca peako. [5,6,7]

Makpockonnueckoe wuccrnegoBaHMe 4acTo BblABAAET
OOUJIbHBIN CTYAEHUCTBINA Ta30BbIA WU OPIOLWHON MYLVH,
WA MYLWHO3HbIM acuuT, COMPOBOXAAKLWUNCA KNCTO3-
HbIMW 3NUTENNANbHLIMW UMMAIAHTaTaMN Ha MOBEPXHOCTU
OpoWNHBIL. TN NOBPEXAEHNA BapbUPYIOTCA B pa3mepax
OT HECKONbKUX MM [0 HEeCKOJNIbKMUX CaHTUMETPOB. TakKe
yacTo BCTpeyaeTcs 60/1bLION ‘CanbHUKOBDI NNPOT.,

OnAa nceBOOMMKCOMbBI GpIOLWKHBI ObIIO NPEeanoXeHo
HECKOJIbKO TUCTOMOMMYECKUX CUCTeM Knaccudumkaumm.
POHeTT 1 Ap. cHayana nceBooOMMKCOMa OpIOWWHbLI Gbia
pa3geneHa Ha ABe rpynnbl: AUMCCEMUHUPOBaHHbIN NepuUTo-
HeanbHbIN ageHomyLMHO3 (DPAM) n nepuToHeanbHbIN My-
LUMHO3HbIN KapuynHomaTtos (PMCA). DPAM xapaktepusyeT-
CA 0OMNBbHOWM CNU3bIO, CofleprKaLLiel CKYAHble MYLIMHO3Hble
3NUTeNManbHble KNeTKN C MUHUMANbHOWN LUTONOIMYeCcKom
aTUNMen N MUTOTUUYECKOWM aKTUBHOCTbIO, B TO BPEMA Kak

PMCA xapakTepusyeTca 60siee 0OMIbHbIMU MYLIVIHO3HbI-
MU 3NUTENMANIbHBIMUA KeTKaMy C LUTONOTrMYECKON aTu-
nven BbICOKOW CTENEHN W MUTOTUYECKOW aKTMBHOCTbIO.
B 2010 rogy BcemnpHasa opraHmsauma 34paBoOXpaHeHus
(BO3) pononHuTEeNbHO ycoBepLLEHCTBOBAa CUCTEMY KNac-
cndukaymn. [8,9]
¢ beckneTouHbI MyLUH: MyLMH B GPIOLLIHON MONOCTM
6e3 onyxoneBbIX 3NMTeNanbHbIX KNeToK.
¢ HuzkognddepeHupoBaHHaA MyLMHO3HasA Kapuu-
HoMa GptownHbl (cMHoHMM DPAM) npepctaBneHa
B BUJe MY/IOB MyLIMHA C HU3KOWN KNETOYHOCTbIO (Me-
Hee 10%), HeBblpa3nTeNbHONM LUTONOMNEN N Hepac-
cnavBalowmmMmca KybosuaHbiM anutenuem. Onyxo-
neBble KNEeTKM PacrnosiokKeHbl B BUAE NONOCOK UMN
XenesonofobHblx CTPYKTyp. WHbunbTpatneHoro
poCTa HeT.
¢ MyunHo3HaA KapuMHOMa OGpIoWMHbI BbICOKON CTe-
NneHn 3/10KayecTBEHHOCTU (cMHOHUM PMCA): nynbl
MYL|MHA C BbICOKOW KNEeTOYHOCTbIO, yMEePEeHHOM / TA-
Kenom UMTONOrMYeCcKom aTunmem, MHOroOYNCNIEHHbI-
MV MUTO3aMU 1 peLleTyaTon popmont pocTa. YacTto
NPUCYTCTBYET [eCTPYKTMBHAs WHPUIbTPATMBHAsA
NHBA3MA B HUXKeNeXallye opraHbl.
¢ MyurHo3HaA KapuMHOMa GpIoWKHbI BbICOKON CTe-
NeHn 3/710KauyeCTBEHHOCTM C MNepCTHEBUAHbIMM
KneTkamu: tob6oe nopakeHre ¢ KOMMOHEHTOM nep-
CTHEBUIHbIX KNETOK, Knaccuduumpyemoe otaesibHoO
N3-3a UX XyALero nporHosa.

Nccneposatenn npednonoXunm CBEPXIKCNPeCccuio
MUC2 B KauecTBe MonekynsapHoro mapkepa gna PMP ku-
lweyHoro npoucxoxpeHna. Onyxonu anneHAuKkca Takxe
akcnpeccupytoT CK20, CEA n CDX2 1 06bl4HO oTpurLaTenb-
Hbl ana CK7 n CA 125. Takke nmetotca cooOLeHuns o rno-
Tepe 3Kkcnpeccun b6enka reHos penapauyum MLH1 n PMS2.
[10,11,12]

Ha HauyanbHOW CTagum NceBAOMUKCOMA OPIOLWMHBI Ya-
CTO MpoTeKaeT 6eCCMMNTOMHO WM COMPOBOXAAETCA He-
cneundryeckMM NpU3HaAKaMn U CMMITOMaMK, KOTopble
MHOrZa OWMOOYHO AMArHOCTUPYIOTCA KakK CUHAPOM pas-
LpakeHHOro KuwweyHuKa. o mepe nporpeccnpoBaHusa 3a-
6oneBaHVA y NMaLUEHTOB MOFYT MPOABAATLCA CMMNTOMbI,
NoxoXue Ha anneHAWUWT, yBennueHre obxBaTa »KMBOTa,
Hanmyme Ta3oBbIX MACC WM HeAaBHO BO3HUKLUAA rpbixa.
Bonee 3anyweHHoe 3aboneBaHne MOXET NPUBECTU K B3AY-
TUIO XWBOTA, aCLUTY, HEMPOXOAUMOCTU KULLIEYHMKA U Ha-
pyweHuto nutanus. [13,14,15]

Du3nkanbHoe 06C/efoBaHe MOXET BbIIBUTb B34y-
TMEe XMBOTa C MaNbNMpPyemMbiM CanbHUKOBbIM HaseTOM.
PekTanbHoe nccnegoBaHMe MOXKET BbIABUTb OTIOXKEHUA
B MeluKe [lyrnaca nnnm pektoBe3nkaJbHOM MeLKe. Y XeH-
WMH MOTyT MpoLynblBaTbCcA 006pa3oBaHMA B AWNYHKKAX.
[16,17]
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KomnbloTepHasa Tomorpadua C KOHTPaCTUPOBaHMEM
rPyaHOW KNeTKu, OPIOLWHON MOMOCTM 1 Ta3a B HacTosLlee
BpeMsi ABNAETCA MeTOAOM BU3yanuv3auum Bblbopa Ans
ONArHOCTUKN NCeBAOMUKCOMbI OPIOWMHBI. TUMNYHBIM BU-
nom KT aBnaetca ‘3y6uyaTtocTb’ MOBEPXHOCTU NeYeHn 1 ce-
Ne3eHKN, Bbi3BaHHAA NOKaNM30BaHHbIMU CKOMIEHUAMN
MYyLMHa, KOTOPbIA OTIMYaeT MyLMH OT »KMAKOro acumra.
MyUMHO3HbI MaTepran NOXoX Mo NIOTHOCTK Ha Boay. Cy-
LLeCTBYIOT TakXe OCTPOBKM 6oniee BbICOKOro ocnabneHus
N3-3a PacCeAHHbIX TBEPAbIX /IEMEHTOB U Kanbunpukaumum
B MYLMHO3HOM MaTepurane. OgHako NepBUYHOE NMoparke-
HUe anneHAMKCca MOXKEeT OTCYTCTBOBAaTb WM €ro TPyAHO
ngeHTnduMUMpoBaTh Npu Bulyanusaumn. Mo cpaBHeHUio
¢ KT, MPT c pobaBneHuem ragonvHus 6onee 4yBCTBUTESb-
Ha NpW NOKanu3aumm onyxonu 1 OLeHKe TOHKOWN KULLKM,
a TakXe renatopyofeHanbHon cBA3ku. M3T / KomnbioTep-
HaA Tomorpadusa MoxeT 6bITb Nosie3Ha nNpu 6onee arpec-
CMBHbIX BapuaHTaX, BblBNAA 3KCTpaabAoMmMHanbHble 3a-
6oneaHuA. [18,19]

YCTaHOBNEHO, YTO OHKOMapKepbl MMEeIT MPOrHOCTU-
YeCKyl LeHHOCTb 1 MOJIe3Hbl Ajis HabnheHus 3a nauu-
eHTamu nocsie neyeHus. O6HapyxeHo, uto CEA n CA 19.9
MMEIOT BbICOKMNI ypoBeHb PMP anneHgnUMTHOro npowmc-
xoxgeHus. Takxxe o6HapyxeH BblcOKUI ypoeHb CA 125,
HO C BOBfleYeHreM ANYHNKOB. [20]

OKoHuaTenbHbI AMarHO3 OCHOBbLIBAETCA Ha rucTona-
TONOMMYECKOM NCCIeOBaHM BUONCUN U XNPYPFUYECKOTO
obpasua c NoMoLblo NIAaNapOCKONUK WU flanapoToMuu,
0COBGEHHO KOrpa KIUHWYEeCKUe U PeHTreHosIornyeckune
nposABneHnss HecrneundunyHbl. YpeckoxHaa b6uoncusa nog
KOHTpONEM 1300paXKeHNs MMeEeT OrpaHUYEHHYI0 LeH-
HOCTb, MOCKOJIbKY Pe3ynbTMpPYIOLMM MaTepuanioM MOXeT
6bITb 6ECKNETOYHbIN MyLUMH. [21]

TpaanLMOHHOE NeprnoamnyYecKkoe Xupypruyeckoe neve-
HUe OblNIo MeHee NPeANnoOYTUTENbHBIM 13-32 HEN3OEXKHO-
ro peuuaviea 3aboneBaHus n 6osiee BbICOKOrO pucka mno-
BTOPHbIX onepauuin. B HacToAwee BpemAa pekomeHayemoe
CTaHgapTHoe neyeHue MI1 coctomT U3 NOAHOM UUTOpe-
aykumn (CRS) u runeptepmMuyeckon BHYTPUOPIOLWVHHON
xumnotepanun (HIPEC). Uenbio CRS aBnaetca ypaneHue

BCeX BMAMMbIX onyxonen. Pesekuua cuntaeTca 3aBepLueH-
HOW, eCcnn He ocTanocb obpa3oBaHUi pa3mepom 6onee
2,5 mm. HIPEC HaueneH Ha yHUUTOXeHue nobbIXx MaKkpo-
CKOMUYECKMX UM MUKPOCKOMNYECKMX OCTaTKOB OMyXOJn.
Haunbonee yacto ncnonb3yembiM XuMroTepaneBTUYeCcKUM
cpeacteom asnsaetca mutomumunH C (MMC), n npuunHon
HarpeBaHVA ABNAETCA YBeNMyeHne NPOHUKHOBEHNA npe-
napata. basoBylo kKomnbloTepHylo ToMmorpaduio, a Takke
onpepeneHne OHKOMapKepPOB PEKOMEHAYETCA MPOBOAUTL
yepes 3 mecAUa nocne onepaunn, a 3aTeM Kaxable 6 me-
cAUEeB ANs KOHTPONA peuuanBa. BoibopouHas onepauus
BTOPOro B3rfsAfa Npu peunamBe paccMaTpuBaeTca AnA
oTAenbHbIX naumeHToB. OfHako, nockonbky CRS / HIPEC
ABNAETCA arpeccMBHbIM METOAOM fleyeHus, nepeq onepa-
uunen cnepyert TWaTeNbHO OLEHWTbL CONyTCTBYOWME 3a60-
neBaHuA. A naymeHTbl C NOPaKeHUAMMN BbICOKOWN CTEMNeHN
VAN KNETOUYHbIMA KOMMOHEHTaMM NepCTHEBUAHOIO KOMb-
La c oueHkom appekTnBHocTn ECOG (Eastern Co-operative
Oncology Group) oT 2 fo 3 MetoT 3HaUNTebHO H6onee HK3-
Kylo 06LLY10 BbPKMBAaEMOCTb MOC/E Onepauunn. dTUM nauu-
€HTaM MOXET ObITb NoJiIe3Ha OOLWNPHan NannMaTUBHaA pe-
3eKuma anAa ynyylleHnsa KauyecTBa Xu3Hu. bbino nokasaHo,
YTO MocsieonepaumoHHaa CUCTEMHAA XMMMoTepanua npu-
HOCUT MOJIb3y MauneHTaM C OMyXOJbio BbICOKOW CTeMeHu
3nokavectBeHHocTn nocsnie CRS / HIPEC, HO He nauueHTam
C OMyXOJIbl0 HU3KOW CTeMeH 3n0KavyecTBeHHoCTU. OfgHaKo
B HacTosLlee BpeMA He CyLecTBYeT OOLEenpUHATOro CTaH-
JapTn3npoBaHHOro nnaHa. lNpegonepaunoHHasa cucTem-
Haa XMMmnoTepanua, Kak NpaBuo, He NoMoraert. [22,23,24]

MpPOrHo3 nceBAOMUKCOMbI OPIOWMHBI TECHO KOppenu-
pyeT C ructonaTtonormyeckon knaccuéduvkauuein. Jecatu-
NEeTHAA BbIXKNBAEMOCTb NaLEHTOB C OMYXONAMMN HU3KOWN
cTeneHn 3nokavectBeHHoctn / DPAM coctaBnaet 63%
no cpaBHeHuto ¢ 40,1% y NaunMeHTOB C ONyXONAMK BbICO-
Kol cTeneHun 3nokavyectseHHocTV / PMCA 1 0% y naunen-
TOB C ONYXONAMW BbICOKOW CTEMEHW 3/10Ka4YeCTBEHHOCTH
C NepcTHeBUAHbIMK KneTkamu nocne nevyernnsa CRS / HIPEC
B OQHOM HefaBHeM nccregoBaHun. OgHaKo JaHHble pas-
NMYaloTCA B pasHbIX uccnefoBaHuax. lNpexpe Bcero, na-
LmeHTbl, KoTopble npoxoaAat CRS / HIPEC, umetoT nyywun
[JONTrOCPOYHbIA pe3ynbTaT, YeM Te, KTO NMPOXOAMUT onepa-
LMo MO yaaneHuto onyxonu. [25]
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