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QIMMNIAEMHUOJIOI'UA PEAKUX 3JIOKAYECTBEHHbBIX
OITYXOJIEX (OB30P JIUTEPATYPhI)

3.K. Makumbemoe — N0KT. MeIl. HAyK, TIpodeccop,
C.B. I'onoseaues — opauHaTOp

The article presents a brief survey of the rare malignant tumours, which account for less
than 5% in the general structure of oncology sickness rate and less than 10% among each
localization. This problem is interesting for, in the first place, that tumours are difficult in
differential diagnostics and, in the second place, and they are highly malignant. Authors
give in short description of etiology, prevalence and 5-year survival rate of the rare tu-

mours.

MexayHapoIHOe areHTCTBO IO HM3YYEHHUIO
paka (MAUP) oqun pa3 B ISATh JIeT MyOJIUKYeT B
CTaTHCTHYECKOM COOpHuKe “Pak Ha MATH KOHTH-
HeHTax’ HaHHBIE 110 3a00JI€BAEMOCTH 3JI0KAYECT-
BEHHBIMH HOBOOOpazoBanusmu (3H) w3 Harumo-
HaJIbHBIX PErHCTPOB OOJBLIMHCTBA CTPaH MHUPA.
ITo nannbiM nocnenHel my6nukanuu (“Pax Ha ms-
i KoHTHHEHTax”, 2003 r.), B 2000 1. B MUpe 3TO
3aboJeBaHue 3aperucTpuposano y 10 MiH. 4emno-
BeK, ymepio ot Hero 8 miH. bonee 5% B oOmeit
CTPYKTYpe 3a00J1eBaeMOCTH COCTaBUIIM PaK JIErKO-
ro (12,38%), momnounoii xene3sl (10,5%), xomo-
pekTanbHbIi pak (9,43%, tae no 45% cocraBmiser
paK TpsAMOM KHIIKK), pak xemynka (8,75%).
CrpyKTypa CMEPTHOCTH MPH 3TOM BBITJISAUT MHA-
ye: OT paka Jierkoro ymepio 1 102 Teic. uenosex,
Jlasiee CIeAyroT pak xkenyaka (646 Teic.), pak me-
yeHu (547 ThIC.), KOJIOPEKTAIBLHBIN pak (491 ThIC.),
pak MoyouHOH xkene3nl (372 ThIC.) U T.1A. Penkue
BapHAaHThl 3JIOKAUYECTBEHHBIX HOBOOOpa30BaHUI
OyayT mopoOHee pacCMOTPEHBI HUXKE.

Penxumu  HOBOOOpa3oBaHUAMHU  epYOHOU
KIemKy SBISIIOTCSL 3J10KaYecTBEHHbIE Me30Te-
guombl (3M) — 1% B obmeit crpykrype 3H. 3a-
OosieBaeMOCTh HanboJIee BRICOKA Y MY>K4HH B ['e-
Hye u Beneuuu (5 nHa 100 000). OCHOBHBIM B
STHOJIOTHH SIBIISCTCS KOHTAKT C acOeCToM, MOBEI-
marImui puck 3adoneBaemoctr B 200-300 pas.

310KaYEeCTBCHHBIE ~ ME30TEIUOMBI  MEpUKApAa
KpaiiHe penku [1, 2]. 3aboieBaeMOCTH pakoM
gerkoro (PJI) Hambonee BbICOKa (>85 Ha
100 000) B CHIA, crpanax Epomsl. o 95%
CIlyJacB paka JITKOTO JTHOJOTHYECKH CBS3aHO C
KypeHueMm, Juib 7-8% — ¢ npodeccuoHaIbHbIMU
Bo3zeiicTBusIMH, 1-2% — C 3arps3HEHHEM BO3.y-
xa. I'pynna penkux omyxoneit cocrasnser 20,4%
ot Bcex 3H Jerkux (omyxosm u3 OpOHXHATBHBIX
Keles, peaKkue (GOpMbI SMUTEITHANBHBIX, TUM(O-
nposu(epaTuBHBIC H ME3CHXHUMAIIBHBIE OITyXOJIH,
TepaTo01aCTOMBI, THEBMOHOOIaCTOMA, 3€PHUCTO-
KJIETOYHAsI OIyXOJIb, KapUWHOWABI). IlaTuneTHss
BbDKHMBaeMocTh — 6—10% [1, 2]. 3H Tpaxemn — me-
nHee 0,1% ot Bcex 3H, kak mpaBmilo, 3TO KeJe3u-
CTO-IDIOCKOKJICTOYHBI ¥ aJCHOKUCTO3HBIA pak
[27]. 3H cpenoctenust — 0,6—1,4% ot Bcex 3H n
mnms  20% Bcex cpemoctenuii. Hambombrryro
9acTh COCTABISIIOT HEBPOTCHHBIE OIyXoiu (Ooiee
30%), namee cCieAyIOT OIyXOJad JIUM(OUAHOM
TKaHH, 3JI0KAYECTBEHHBIC THMOMBI, TepaTobia-
CTOMbBI, COCIUHUTCIBbHOTKAHHBIC CAapKOMBI (KaK
paBuio, GUOPO- W JIMIOCAPKOMBI, 3HAYUTEIILHO
pexe — ramMapToMBbl U JielioMrocapkomsl) [4, 28].
3a00/1eBACMOCTh PAKOM  MOJIOYHOH Kejie3bl
(PMIX) Beicoka (>75 nHa 100 000) mpaktudecku
BO BCEX Pa3BHUTHIX CTpaHaX MHpa, HU3Ka B Smo-
HUM, cTpaHax Asuu, Adpuku (<20 wa 100 000).
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B »THONOrME OCHOBHYIO POJIb MI'PAET MOBBILIEH-
Hasl OCTPOTeHHas CTHUMYJsms. Pemkue Qopmsr:
pak Ilemkera — 5%, OTEYHO-WH(PHUILTPATUBHAS
dbopma — 2,6%, poxucTo-nogoOHasi, MaCTUTOIO-
nobHast GopMBl U MAHIUPHBIA pak (2,5%). Jlum-
¢oma MK BcTpeuaercst kpaitHe peaxo. PMX y
My>XunH — MeHee 1,8% 3Tol nokanu3anuu, msTh-
netHsst BepkuBaemMocTh B CIIIA — 85%, Snonnu —
74%, EBponie — 65% [1, 5].

Onyxonu  2#cenyo0ouHO-KUUEUHO20 MpPaKmda
(?KKT). Pak numesona (PII) — 2% ot Bcex Ho-
BooOpaszoBanmii. Camasi BBICOKasi 3a00J1€Ba€MOCTb
(>150 na 100 000) — B Hpane, Kutae, crpaHnax
Tak HaspiBaeMoro Kacmuiickoro mosica cBsizaHa ¢
NOTPeOJICHUEM OYEHb FOPSYUX HAMUTKOB, OPajib-
HBIX (popMm Tabaka, amkoromns. BaxkHoe 3HaueHHe
UMeEeT ractpo-33odareabHeId pedIIroKke, 9acTo
MPUBOJSIIUIA K Pa3BUTHIO aICHOKAPIIMHOMEI Kap-
quu. [Isatunernsist BepkuBaemocts — 5—12% [1, 6].
Camas BbICOKasi 3a00JI€BAEMOCTb PAKOM KeJTy/-
ka (>90 Ha 100 000) B Smonuwu; Beicoka B Kurae,
Bocrounoii Esporie n FOxnoit Amepuke (>20 Ha
100 000). Penkrie hopMBI: MIOCKOKJIETOYHBIN paK
(5%), anenoakanroma (3,5%), capkombl (3%).
Baxubiii gokazaHublii (aktop pucka — Helico-
bacter Pylori, koTopblii sBISETCS NPUYUHOU
MALT-nmumbombl xenyaKa, pa3BUBAIOIICHCS W3
JTUM(OUIHON TKaHU CAM3UCTOM 00omouku. [IaTu-
JIETHSAS BBDKHMBAaEMOCTh HamOoliee BhICOKa B Smo-
HH (53%), 9T0 0OYCIOBIEHO MAaCCOBBIM CKpH-
HuaroM [1, 7]. 3a6oJsieBaeMOCTh TOHKOWH KHIII-
ku — 0,3% 3H XKT, ux HIX capKOMBI COCTaBIISI-
toT b 0,06% [1]. Pak mom:kesry10uHOM xKese-
3b1 (PITJKIK) — 2,9% ot Bcex 3H. Camast Bbicokas
3aboneBaemocth (>10 Ha 100 000) — B CIIA,
Bocrounoit Espome. o 30% Bcex cinyyaeB
PIDKK BeI3Banbl KypenueM. [IsSTuneTHss BBIKH-
BaeMocTh — 3—4% [1, 8, 9]. Onyxo,u opraHos
OmyMonaHkpeaToayofeHalbHOM 30HbI (BII/13) —
15% ot 3H XKKT. IlTocne PIDKXK Ha BTOpOM Mec-
Te (8-26%) cTouT pak OOJBIIOTO OYOICHATEHOTO
cocka — 1,6-2,0%. Ilepeuunnsie 3H JIIK — 0,6—
5,7% ot omyxomeit BIIJA3 u 0,3% omyxoneit
JKKT. Pak BHENIEUEHOUHBIX KETYHBIX TPOTOKOB —
1-3% ot Bcex HOBOOOpazoBanuii U 3—18% orry-
xoneit BIT/I3. Pak xemunoro my3eips — 0,1-0,4%
[1, 10]. IlepBuunbie 3H neuyenu — 2%. 3abose-
BaeMOCTh BhICOKa B A¢puxe u IOro-Boctounoit
Azum (>40 ma 100 000). Okono 7% cocraBiuser
XOJAaHTHOLCIUTIONSIPHBIN pak (pacmpocTpaHeH B

MOMYJISIMAX, SHASMHYHBIX JJI OMHUCTOPX03a);
CMEIIaHHBI pakK, CapKOMBI M TremaTodjacToMa
KpaitHe penku. IIATUIETHAS BBDKMBAEMOCTH HE
npesbiaer 5% [1, 11]. Camas Bbicokas 3aboiie-
BaEcMOCTb KOJOPEKTAIbHBIM PakoM — B SnoHun
(>50 na 100 000); B CeBepHoit Amepuke, Boc-
touHoii Esporme (>20 na 100 000). Penkumu siB-
JSIOTCS CNU3UCTas ageHokapuumHoMa (10-12%),
nepcTHeBUAHO-KIeTOUHbIH (3—4%), mocKoKIIe-
TouHbIH (2%), Hemu(QepeHIIMPOBAHHBIN pak
(menee 1%), nepsuunble muMdomsl (0,2%) u cap-
koMbl (0,5-3%). IlaTuneTHss BBEDKMBAaGMOCTH B
CIIA u 3anannoit Espone — 55% [1, 29]. Kap-
muHouab! — 0,1-0,5%; cpeau omyxomnei XKKT co-
ctaBisitoT 4% (annenaukc — 2%, TOHKas KHIIKa —
1,2%, xemynok — 0,2%, toncras xumka — 0,18%,
XK - 0,04%, neuens — 0,02%) [9].

Onyxonu 2onogvl u weu. Pak monoctu pra
(0,7% ot Bcex 3H), pororaorku (0,48%) u rop-
TaHorjoTku (0,1%) oObeIUHEHB! B OJHY IPYIITY
BBUJIy CXOKECTH STHOJIOTHH (aJIKOTONb, KypeHHe,
KOHTaKT C ac0ecTOM, BHPYC MANMLIOMBI YeJIOBeE-
ka). 3aboneBaeMocTh Bbicoka B CIIA, BocTounoit
EBpornie (20 na 100 000). ITatunerHsas BbDKHUBae-
MOCTh focturaeT 55% [12—16]. Pak HocorjioTKH
(0,3% Bcex 3H) [12] wame Bcero BcTpeyaercs: B
IOro-Boctounoit Asun u HOxHoit Adpuke. Oc-
HOBHBIM B 3THOJIOTHH SBISIETCS BHPYC OMINTEH-
Ha-bapp [1, 11, 21]. 3H noJsiocTn Hoca U npuaa-
TouHbIX Na3yx — 0,26% ot Bcex 3H. Peaxo mo-
pakaeTcsl masyxa pemerdaTtod KOCTH, JIOOHas u
xkiHOBHIHAS (10 10%). OCHOBHYIO pOJIb B 3THO-
JOTHH WTPaeT XPOHHUYECKOE BOCHAJICHHE, BBI3bI-
Balolllee METAIIa3WI0 LWIMHAPUYECKOTO JIUTe-
nusi B IUIOCKMHA. [ISTHIETHSIT BBDKMBAEMOCTH —
30% [12, 13, 17]. Pak HuxHeil demaoctH — 1%
Bcex 3H [12]. B 90% cnyuaeB siBisieTcss BTOpUY-
HBIM (pacrpOoCTpaHEHHE paKa CIM3UCTON MOJIOCTH
pta). Capkombl cocTaBnsitoT MeHee 5%. [lsatumner-
Has BeDkUBaeMoctb — 20% [13]. Omyxouum
CJIIOHHBIX 2keqe3 — 1% ot Bcex 3H [12]. OcHos-
HYIO POJIb B 3THUOJIOTUU HTPACT KypeHUE W UOHU-
3UPYIOIIasl pajuanys, [STWICTHSIS BBDKHABAC-
mocth — 25% [13]. Pak ropranu — oxosno 2%
Bcex 3H [12]. 3abonmeBaeMOCTh BBICOKA CpeIu
myxurH (>10 ma 100 000) B CIIIA u Espore.
B sTHOMOTHH OCHOBHYIO POJIb UTPAIOT ATKOTOJb U
Kyperue. [ISTUNeTHSS BBDKUBAEGMOCTh JOCTHIAeT
55% [12, 13, 18]. Pak mMTOBUAHOM KeJe3bl
(PLIXK) — 2%. 3aboneBaemocTh Bbicoka B CIIIA,
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I'epmannu, W3paune, Anonuu (10 Ha 100 000). B
STHOJIOTHH UTPAIOT POJb SKCIO3UIMSA K PagHOaK-
TUBHOMY MOy, paJidalus, HeA0CTaTOYHOCTh 01a
Y DHJIEMUYECKUH 300, ISATUIIETHSAS BEBDKUBAEMOCTh
Bbicoka B CLLA (95%), Espomnie (60-90%) [1, 8].
Onkoyponozuueckue 3abonesanus. Pak mno-
YeYyHOU JIOXaHKM M MOYETOYHUKA COCTABISET
3%. BrIcokas 3a0oyieBacMOCTh XapaKTepHa [UIs
Bankxanckux cTpaH, SHAEMHYHBIX TaK Ha3bIBac-
Mol Bamkanckoit HedponaTtuu, MATUIETHSSA BEI-
xuBaeMocTh Bbicoka B CILA (62%) [1, 19]. Ilo-
Ye4YHOKJIETOUHBI pak — 2-3% B cTpykType 3H.
Puck 3a6oneBaemoctu B 30 pa3 BhIIIE y KypPAIIHX.
3aboneBacmocTh Bbicoka B CIIIA, Bocrounoi
EBponie (20 ma 100 000). Bwicokas msaTuieTHssS
BebkuBaeMocth B CIIIA (58%) [1, 19]. Pak mo-
yeBOro my3sipsi — 2—5% ot Bcex 3H. 3aboneBae-
MOCTb BbICOKa y MyxuuH B EBpome, CILA, 13-
paune (>25 ma 100 000). Dtronorus: KypeHue u
koHTaKT ¢ [TAY, acbectom; B CeBepHoli Adpuke
u 3anamHoi A3um — mapasuT Schistosoma hema-
tobium, roe ocHoBHast ¢popma (mo 70%) — miIoc-
KOKJIETOUHBIN paK, TOT/la KaK B JPYTUX PETHOHAX
6omnee 90% — mepexonHO-KIETOUHbIH pak. [laru-
netHssa BeDKHMBaeMocTh B CIIIA mocturaer 90%
[1, 20]. Pak mpeacTaTe/IbHOM kKejae3bl — OT 2—
3% w3 Bcex HOBooOpa3oBanuii B Poccuu, 10 29%
B CIIIA, rne pe3kuii pocT 3a00JIeBa€MOCTH CBSI3aH
c BHeApeHueMm Tecta Ha BbisBieHue [ICA nns
ckpuauHTa. C 3TUM CBsI3aH M IOKa3aTelb IITH-
JIETHEH BeDKHBaeMocTU: 10 92-95% B CIIIA, To-
raa kak B Espone — 60% [1, 19, 21]. B mupoBoit
nuteparype omybiukoBaHo okono 1100 cimydaes
MEPBUYHOTO pakKa yperpsl. [IATHUIETHSS BBDKU-
BaeMOCTb Ha (DOHE OIEepaTUBHOIO JIEYEHHsI JOCTU-
raet 30% [19]. Omyxoum simuka — 1% ot Bcex 3H.
3aboneBaemocTh Beicoka B CIIIA u 3amagHoii Es-
porie (>5 Ha 100 000), rme NATHIETHSST BBKHABAC-
MocTh jgocturaer 95%. ExpuHcTBeHHBIN yCTaHOB-
JIEHHBIN (paKTop pucka — kpunropxusm [1, 19, 22].
Onxoeunexonozus. Pak tena matkm — 3,7%
B 001Ieil cTpyKkType HOBOOOpa3oBaHMii. Bricokas
3a0oneBaemMocTh oTMeueHa B CIITA u 3amamHoii
EBponie (>18,2 na 100 000). OcHOBHYIO POJIb B
9THOJIOTHH UTPAET BHICOKHH YPOBEHB ACTPOICHOB.
IIarunerass BepkuBaemocts B CIIIA mgocturaer
84%, B EBpone — 77% [1, 23]. Pak meiikn mat-
KM — oT 4,4% B pa3BUTHIX cTpaHax 110 15% B pas-
puBaromuxca. Haubolsiee BbICOKA 3a001€Ba€MOCTh
B A¢puke u Jlatunckoit Awmepuke (>30 Ha

100 000), a nsiTuseTHss BebkuBaeMocTh — B CIIIA
(70%). do 70% cny4yaeB BbI3BaHBI BUPYCOM Ia-
MIUIOMBI YeJIOBEKA; UTPAIOT POJIb KypeHHE, BEI-
COKMH ypoBeHb 3cTporeHoB [1, 24]. Omyxouau
ByJabBbl — 1-3% oT 3H jkeHCKHX TeHuTaIuH.
Penkoii sBisiercss ameHokapruaoma — 8% [25].
Pak simuHHKOB — OKOJIO 5% B 00IIEH CTPyKTYype
3H. 3aboneBaemocth Hanbomnee Beicoka B CILIA u
ctpanax Eppombl (>10 Ha 100 000). B stnonoruu
UIPalOT POJb IIOBBIIIEHHBIA 3CTPOI€HHBIN Yypo-
BEHb, KypeHne, MmyTtaru TeHoB BCRA 1 u BCRA 2.
[IaTunerHss BeDKUBaeMOCTh cocTasisieT 50% B
CHIA u 30% B EBpore [1, 8].

Menanoma (M) — 0,3-0,9% ot Bcex 3H. 3a-
00JIeBaeMOCTh BBICOKA B ABCTpaJMH U y O€JIoro
Hacenenust [aBaiickux octpoBoB (>30 Ha
100 000), rme mATUIETHSISI BHDKUBAEMOCTh MakK-
cumainbHa (88%). Menanoma ria3 cocTaBisieT 5—
7%, Oponxa 3-5%, mmmeBoma, IITHC, npsmoii
KUIIKA — 10 1%, mopaxkeHus Apyrux OpraHoB
kpaitte penku [1, 26]. Onyxoum kocteit — 0,2% B
obmeii ctpykrype 3H. Bricokas 3a0oneBaeMOCTb
(3 Ha 100 000) ormeuena B Kurtae. DTHomorus:
JCHUCTBHE JTyYEBBIX U XUMHUIECKUX (aKTOPOB, M-
39MOpHOHATBHEIE HapymieHus. [ISTHIETHSAS BEI-
JKUBaeMOCTh He mpeBbimaet 5—10%, mpu capkome
FOunra — 3-5% [1].

Wtak, oTmedeHHble BhIIIe 3a00JeBaHUS Xa-
PaKTEepH3YIOT PENKUE OIMyXOJH KaK TOBOJIFHO Te-
TEPOTCHHYIO TPYIIy HOBOOOpPA30BAHUH, 3HAYM-
TENFHO Pa3IMYAIONIYIOCS MO 3THOJOTUU U YPOB-
HIO Te0TpauuecKoro pacnpocTpaneHus. MHOTHM
PEIKHUM OIyXOJISIM TPHCYIIA HU3Kas MSATHICTHSIA
BEDKHMBAEMOCTh BCIIEICTBHE, KaK MPAaBWIIO, MO3.-
HEll IMAarHOCTHKH ¥ HEeaJeKBaTHOTO JICYCHUS, YTO
TpeOyeT uX AajbHeiIero Oonee yriayOICHHOTO
U3YUYCHUS.
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