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DudpodIaCTHYECKHE CAPKOMBI — IPYINA U3 OMHHAIUATH 3JI0KAYECTBEHHbIX ME3eHXUMAJIBHBIX OMyX0Jieil, MIMEOIMX OOIHi
Mop(oJIorHYecKHii CydCTpaT — HeomiacTHyeckne (puopooIacTel. DTO OTHOCHTEBHO PEIKO BCTPEYAIONIMECS OMYXO0JI, HAa
JI0JII0 KOTOPBIX MpUXoauTcs Menee 1% oT Bcex 3/10Ka4eCTBEHHBIX Me3eHXUMANIbHbIX omyxoJieil. DudpodaacTuyecKkue cap-
KOMBI MOPAKAIOT MATKKME TKAHH KOHEUHOCTEH M TYJIOBMINA Y B3POCJIBIX M IeTeii. Mopdoornyeckas TMarHocTHKa (huopoo-
JACTHYECKHMX CAPKOM TPYIHA M, KAK MPABUIIO, TPeOYeT MPUMEHEHHUS CTIEHMAJIbHBIX METOIOB HCCJIEIOBAHUS — 3JIEKTPOHHOI
MHMKDOCKONHMH, MMMYHOMOP(]OJIOTHA U METO0B IUTOreHeTHKU. [HCTOI0OrHYecKoe MCCIeI0BaHne MO3BOJISET YCTAHOBUTD
HO30JI0THYECKYI0 MPHUHAMJIEKHOCTb M CTeNeHb 3JI0Ka4eCTBeHHOCTH onyxoun. MHdopMaTHBHOCTH HMMYHOMOP(OJIOTHH U
3JIEKTPOHHON MMKPOCKONHH OrPaHMYEHA TeM, YTO HeomiacTHdeckue GpuodpPoOIACTbI CAPKOM He UMEIOT crenupuyecKux
AHTHIEHOB M YJIBTPACTPYKTYPHbIX MPHU3HAKOB, 10 KOTOPHIM HX MOXKHO pacrno3Hath. TobKo moioBrHa ¢puoposdIacTHIECKHX
CapKOM MMeeT crelupuyeckne TPAHCIOKAMU XPOMOCOM. BakHOCTh TOYHOro MOpGOJIOrHYecKoro AMar{o3a 10 Havyajua
JiedeHus1 onpeaeseTcs TeM, 4To npu GpuoposIaCTHIECKUX CAPKOMAX YACTO MPUXOAUTCS NPEANPUHUMATD Kajleyallie BMe-
HMIATEJIbCTBA BILTOTH JI0 AMITYTAIIMM M 9K3aPTUKYJIAIMA KoHeuHocTH. HekoTopbie (hudpodiacTHueckue onmyxoim (CapKOMbI)
OTHOCATCA K KJIACCy ONMyXoJieil ¢ MPOMeKYTOYHBIM MOTEHIHAIOM 3JI0KAY€CTBEHHOCTH — OHH 00JIa/1al0T HH(HIBTPATHBHBIM
U PelUIUBUPYIOIMM POCTOM, HO (hOPMHUPYIOT MeTACTa3bl MeHee 4eM B 2% cayvaes. /Iy ¢pubpodaacTHIeCKuX omyxoJei
(capkoMm) ¢ NPOMEKYTOYHBIM MOTEHIHATIOM 3JI0KAYECTBEHHOCTH HEM3BECTHBI THCTOJOTMYECKHE WITH MOJIEKY.ISIPHO -0 0JI0TH -
YecKHe MapKepbl, KOTOPbIe MOTYT MpeaCcKa3aTh TeUeHHe U KIMHHYECKHii ncxon 3a0oesanus. C TOYKM 3peHHs] KITMHIIECKHX
ucxo10B (hMOPodIACTHIECKHE CAPKOMBI MOTYT ObITh Pa3/ie/ieHbl HA 1B PABHbIE IO YMCTY HO30JIOTHYECKHX (DOPM IPYMIbI —
BbicOKoMM G epeHIMpPoBaHHbIE, ¢ MATIIETHEl BHKMBAEMOCTBIO 00JIbHBIX 0osiee 90%, u Huskomud depeHIpoBaHHbIE, C
NATHIETHE! BBIKUBAEMOCTBIO 00/IbHBIX MeHee 60%.

Onpenenenne (GpuOPOOIACTHIECKHX CAPKOM a He BapMaHThl (MOPOCAPKOMBI B3POCIIbIX, KaK 3TO
OBLIO MPUHSITO CUMTATh ACCITUICTUEM paHbIIe (CM.
TabJINILY).

Mopdonoruueckum cyocTpaToM 3TUX OMyXoJjei
SIBJISIIOTCSI HeoIulacTuueckue (pudpoOaacThl 1 MUO-
pubpobdaacTel. DuOPOOGIACT — OMIOPHAS U CEKPETOPHAS
KJIETKa COeAMHUTEbHONW TKaHU, TJIaBHAs (QYyHKIIUS
KOTOPO1 COCTOUT B TIPOIYKIIMM KOMITOHEHTOB BHEKJIE-
TOYHOI'O MaTpUKCa — KOJIJIareHOB, 3JlacTUHa, (pudpo-
HEKTHHA, JAaMUHMHA U TeHaclimHa. Muogpuopobaact —
OITOpHAs M COKpaTUTETbHAsI KJIeTKa COCTMHUTEIBHOMN
TKaHM, KOTOpas MMeeT B LUTOIUIa3Me MUKpoduia-
MEHTBI aKTHHA — KOMITOHEHTBI MBITIIEYHOTO ariapara,
aHAJIOTMYHBIC TEM, UTO BCTPEUAIOTCS B INIATKOMBIIIIEY -
HBIX KJIeTKax [47]. ®ubpobiactsl 1 MUO(GUOPOOIACTHI
OTJIMYAIOTCS APYT OT IpyTa Ha YPOBHE YABTPACTPYKTYPHI,
HO TPW PYTMHHOM THMCTOJIOTUYECKOM HMCCIIEIOBAaHUMN
OTJIMYMTDL 3TU KJIETKU HEBO3MOXHO. B oTnnume ot
¢ubpobaacToB MUOGUOPOOIACTHl UMEIOT AHTUT€HBI
[JIaAKOMBIIIEUHOU AU PEePeHIIUPOBKU U MOTYT ObITh

DubpodIacTUYECKUE OITYXOJIM — FPYIIIIa pa3JIMYHbIX
Mo MOp(OJOTrMUYeCKOMY CTPOCHUIO U KIMHUYECKUM
HUCXOJaM ME3eHXMMAJIbHbBIX OITyXO0JIei, TOCTPOSHHBIX U3
HeorutacTuYeckux prodpodaacToB U MUOGUOPOOIIACTOB.
D70 HanboJIee MHOTOUYMCIIEHHAS TPYITa ME3eHXUMAJIb-
HBIX OITyXOJIei, BKJIIOYalolas CerogHst 38 oTae/bHbIX
HO30JI0TUYEeCKUX (OPM.

310Ka4eCTBEHHbIE OITYyXO0JI1 13 PrOPOOIACTOB U MUO-
Guobpo0bJacTOB 00BEAUHEHBI B IpyIny GpuopoodIacTm-
yecKux capkoM. DkcriepTbl BO3 B mociieaHei pegakunm
«Iucronaornyeckoii KiaccuuKaluy Onmyxoaei MIrkux
TKaHel u Koctei» (2002 1) BbIAEISIOT ONMHHAALATH
dubpodacTuyeckux capkoM [18]. Bece omyxonu aToit
TPYMIIBI IPEACTABIISIIOT COO0I CAMOCTOSITEIbHBIE HO30-
Jiornueckue (opMel co crierduueckoit MopdoJioruei,
HapylIeHUSIMU TeHOMAa U KJIMHUYECKMMU UCXOJaMU,
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Ta6ma. Ho3oormueckas CTPYKTYpa M KJIMHHYECKHE UCX0bI (PUOPOO.IACTHIECKIX CAPKOM

5-neTHAa
Bospacr Petunusel, Meracrassbi,
Omnyxosb BBIKMBaeMOCTb,
(Menuana) % % %
®dubpocapkomMa B3poCbIX [46] 20-90 42 63 21-58
(52)
AnutenuounaHas pudpocapkoma [5] 14-55 50 86 43
(40)
[NneomopdHas pudpocapkoma [4] 36—89 24 32 62
(68)
Muxkcodubpocapkoma [35] 22-91 54 50 78
(66)
NndantunbHas dudpocapkoma [§] 0-5 12 8 84
(3 mec)
dubpomukconaHas capkoma [19] 3—-78 9,2 5,5 98
(34)
Muopubpocapkoma [17] 19-72 18 9 98
(42)
MukcoBocnanuTe bHast hubpobiacTryeckast capkoMa 20-91 67 2,7 98
[34] (53)
®ubpocapkoma U3 Buldyxatolleii nepmatobudpocap- 8§87 58 15 94
KOMBI [36] (48)
BocnanutenbHas MuoduopobiacTuueckast onyxosib [32] 1-46 36 2 94
&)
31oKauecTBeHHAs COTUTapHAst 32-81 40 50 86
(ubpo3Has onyxonb [54] (56)

o-, y-aktTuHaM u H-kannecmoHny. McTOUHUKOM MUO-
GubpobIacTOB ABASIOTCS HeauddepeHIMPOBAHHBIC
(«1oHBIE») (PUOPOOIACTHI, KOTOPbIC MOABEPTralOTCS
TpaHcaAudepeHIMPOBKE MO BIUSHUEM (PaKTOPOB
pocta (TGF-B, IGF I1) u uutokuHos (1L-4).

OO61umii rucroreHe3 GprudbpodacToB 1 MUOPHUOPOO-
JIaCTOB MpenoIpeaeasieT o0beInHEHUE OIyXOJIei,
Pa3BUBAIOIIMXCS U3 3TUX KJIETOK B OAHY TPYMITy —
(pubpodaacTuueckux/MuopuodpodIaCTUIECKUX cap-
koM [18]. Kak mpaBuio, B 04HOI 1 TOH XK€ OIyXOJU
MPUCYTCTBYIOT KaK HeorlacThuueckue (puodpo0acThl,
Tak ¥ HeormjacTuuyeckue mMmuopudpoodaactel. Mx co-
OTHOILIEHNE LINPOKO BapbUPYeT HE TOJBKO B Pa3HbIX
OITyXOJISIX, HO U B IIpe/ie/iax pa3HbIX yUacTKOB OJHOM U
TOI ke onyxonu [27]. U3BeCTHO OUeHb MaJlO «UMCThIX»
OITyXOJIeii, MOCTPOEHHBIX U3 KJIETOK TOJIbKO KAaKOTO-TO
OJIHOTO THIIA.

Onucanne ¢pudpo0IACTHIECKHX CAPKOM

CnocoOHOCTh CUHTE3UPOBATh U CEKPEeTUPOBATh
KOJIJIaTeHBI SIBIseTCS (PyHIAMEHTaJIbHBIM CBOMCTBOM
KJIeTOK (pudbpobiactuyeckux capkom. Mcropuyecku
TIepBbIe ONPEAeIICHUSI 3TUX OITyxoieil — «fibroids tumor»
(K. Rokitansky, 1842), «fibrous and fibronucleated tu-
mors» (S. Wilks, 1859) u «fibroma sarcomatosum» (M.
Borst, 1902) ocHoBaHbI He Ha 0COOEHHOCTSIX MOP(d0JIO-
MU KJIETOK, a Ha HAJTUYMU KOJJIATeHOBOTO MaTpuKca
omyxon# [7, 56].

ITonsgTe o rucroiaornyeckoi Kiaaccuukaumu
¢pudpobIacTHIECKIX capKoM ObLIIO 3aJ103KeHO B 1948 1.
naTtosioroM u3 Konymouiickoro ynusepcurera (CIIA)
A.P. Stout B ctaTbe ¢ Ha3BaHueM «Fibrosarcoma: the ma-
lignant tumor of fibroblasts» [50]. Onyxou u3 pudpos-
JIaCTOB BIIepBble ObLIM pasfiesieHbl Ha TpU OOJibllIne
rpymnel: 1) rurepriaduu; 2) o0pa3oBaHMsI, KOTOPhIE
MOTYT OBITh KaK JOOPOKa4eCTBEHHBIMM OITYXOJISIMU, TAK
Y peaKTUBHBIMU Mpolieccamu; 3) UICTMHHBIE (pubdpocap-
KoMBI. [1o OoJbIIOMy CYeTy, 3T IPYIIILI HE U3MEHU-
JINCh 0 HACTOSIILIETO BpEMEHU, N00aBJSUIMCh HOBbBIC
HO30JIoTU4YeCcKre (POpPMbI UM MEPEOCMbICIUBATUCH
crapoie. bynyuu perepmunuctom, A.P. Stout cuuTai,
yTo 3peblil (nuddepeHmpoBaHHbIii) pudpobdiact
SBJISIETCS €IMHCTBEHHOM KJIETKOM, HEOIIaCTUYeCKas
TpaHcpopMalrs KOTOPOI ITPUBOINUT K BOSHUKHOBEHUIO
BCero pazHoooOpasus puodpodIacTUYECKUX OIyXOJIeit.

«Kmaccnueckasi» pubpocapkoma Oblia eIUHCTBEH-
HOM 3710Ka4YeCTBEHHAasl OMyXojbio u3 ¢GudpobIacToB,
KoTopasi purypupoBana B NEePBBIX ABYX pemdaKIIMsIX
«[ucronornyeckoi KjraccuuKaluu OmyXoJeil MIrkux
TKaHei». [Tpu aTOM noHsATUE «DPUOpPOCaApKOMa» TOJIKO-
BaJIOCh HeoMpaBIaHHO KpoKo. CorracHo orpeaee-
Huto akcrnieproB BO3 (1969 1), mox ¢ubpocapkomoit
MOHUMAJHU: «...3]JTOKAYeCTBEHHYIO OTTPAaHUYCHHYIO
WM MHQPUIBTPUPYIOLILYIO OMYX0Jb, COCTOSIIYIO U3
PETUKYJIMHOBBIX 1 KOJIIAar€HOBBIX BOJIOKOH U IIPEUMY-
LLIECTBEHHO BepeTeHOO0Pa3HbIX KJIIETOK ITIPA OTCYTCTBUM
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npyrux hopm KieTouHoi auddepeHmpoBku». [lox
«1pyrumu ¢hopMaMu KJIeTouHO# aucbepeHIUPOBKU»
MMOApa3yMeBaJii OTCYTCTBHUE B TKAHM OITyXOJIM SITUTE-
JIMOUIHBIX KJIETOK, THTAHTCKUX MHOTOSTICPHBIX KIIETOK
U OITyXOJIEBBIX «THCTHOLIUTOB» — 3TO OBIIN KPUTEPUU
IUISL UCKJTIOUEHUSI 3710KaueCTBEHHOI (hMOPO3HOI ruc-
THOIIUTOMBI, KOTOpass Habupala CHIIy KaK «TJIaBHas
capkoma» CTojieTus. B orpeneneHnm moguepkuBaiach
TeCHasT CBSI3b MEXIY KJIETKAMHU M KOJIJIaTeHOBBIMU U
PETUKYJIMHOBBIMU BOJIOKHaMU. TakuM oOGpa3oM, OIT-
peneneHre GuOpocapKOMBI UMEJIO cKopee (PYHKIINO-
HaJIBHBIN XapaKTep — IJIaBHOE 3HaYeHKe B HEM TIpraa-
BaJIOCh BHEKJIETOUHOMY MaTpPUKCY, IPOAYLIIPYEMOMY
OITyXOJIEBBIMU KJIETKAMMU.

OTCyTCTBUE YeTKUX MOP(DOTIOTUIECKIX KPUTEPUEB
IIPUBEIO K TOMY, YTO B KauecTBe (pruOpOcCapKOMbI pac-
ITO3HABAJIN IECMOUIHBIN (hMOpOMaTO3, 3TOKaUYeCTBEH-
HbIE€ OIMyXOJIM U3 KJIETOK 000Ji0ueK nepudepruieckux
HEPBOB, CHHOBHAJIbHBIE CAPKOMBI, IeanddepeHIIn-
pOBaHHEBIE JIMTTOCAPKOMBI M BBICOKOAMMhEpEeHITNPO-
BaHHbIe (hOPMbI 3JI0KaYECTBEHHOU (prOpO3HOI ruc-
THoLUTOMBI. B pesynbrare B 1950-¢ romsr okono 65%
3JI0KAYeCTBEHHBIX ME3eHXUMAJIBHBIX OITyXOJIei ObIIN
MMaTHOCTUPOBAHBI AMEPUKAHCKUMM TIaTOJIOTOAHATO-
MaMu Kak pubpocapkomsl [30].

B «Iucronornueckoit kjraccupuKaluy OITyXoJIei
Msrkux TkaHei» (1994 r) sxcnepramu BO3 Briepsbie
JIaHO «XKECTKOe» oInpeaesieHne puopocapkomsal. Ilox
GudbpocapkoMoOii CTaau IIOHUMATh: «...3JI0KAYeCTBEH-
HYIO OITyXOJIb, COCTOSIIIIYIO M3 ITy4KOB BepeTeHO00pa3-
HbIX (pubpodaacTonogooHbIX (fibroblast-like) kneTox,
4acTO YHOPSIIOYEHHBIX B ITyYOK BUIA «SJIOUKN» ¥ IMEFO-
IIHX pa3HyIo CTeNeHb IMMOIUMOpdU3Ma siep U MUTOTH -
YEeCKYI0 aKTUBHOCThE». B KOMMeEHTapuu K orpeie IeHUIO
(GubdpocapKoMBI CKa3aHO, YTO ITpoYMe crielupruIecKre
HarpaBieHUsS TUG@epeHINPOBKN KIETOK OITyXOJIU
JTOJKHBI OBITH MCKITIOYEHBI C TIOMOIIBIO 3JICKTPOHHOM
MMKPOCKOTIMU WM MMMyHOMOpPdoioruu. B 3Toii ke
KiTaccuuKay equHas paHee Ho3oJIorndeckas popma
ObLI1a pa3aeeHa Ha GuopocapKoMy B3pOCIIbIX M MH(aH-
THJIBHYIO (hrdpocapkoMy. [McToIOTHYECKMIA TUATHO3
pubpocapkoMBbI CTajl, TAKUM 00pa3oM, AUaTHO30M
uckitoueHus. Konnuectso ciyyaeB (hubpocapkom cTa-
JIO YMEHBIIAThCS U cocTaBiisuio B 1974 rony 12% [45],
B 1989 rony — 8% [46], a B 2010 rony — 1% [6] oT Bcex
3JI0KA4eCTBEHHBIX ME3eHXNMAJIbHBIX OITyXOJICH.

dubpocapkoMa B3pOCITbIX MOKET BOSHUKATh de novo,
HO Yallle pa3BUBAaeTCsI U3 BBIOyXaroleil (hrubpocapko-
MBI KOXU B pEelUANBAX IMOCIeIHEe. DTOT BapuaHT
pubpocapKOMBI OBLT OITMCAaH aMePUKAHCKHIM ITaTOJI0-
roM J. Goldblum B 1995 roagy. UmenHo Tpancpopma-
e B pudpocapKomy 00bSICHSIIOT arpeCCUBHOE KM -
HUYECKOe TeueHMe BhIOyXaloleii nepMaTopudopocap-
KOMBI (perauBel B 50% ciydaeB, metactassl B 15%
ciydaes) [1, 36].

Mukcopubpocapkoma onmcaHa F. Enzinger B 1972
romy KakK MUKCOWIHBIN BapyWaHT 3JI0KauyeCTBEHHOM

¢pubposzHoii ructuountomsl [57]. B 1977 rony ony-
XOJIb BBIJIEJIEHA B Ka4eCTBE CaMOCTOSITEJIbHON HO30-
JIOTHYECKOI (hOPMBI YCUITUSMU IIBEICKUX ITaTOJIOTOB
L-G. Kindblom u Angervaal L. [3, 24].

PubpoMHUKCOUIHAS capKOMa BIIEpBBIC OIMCaHa
amepukaHckum narojiorom H. Evans B 1987 rony [14].
HccnenoBaHme yIbpTpacTpyKTYPhl U TeHETUKU 3TOM
OITyXOJIM 0KA3aJI0 €€ MICHTUIHOCTh TMaTUHU3UPY-
IOIIeil BePeTeHOKIIETOYHOM OIYXOJIM C TUTAHTCKUMU
po3eTKaMU, iepBoe oncanue Kotopoii nano K. Lane B
1997 rony [29]. B nocneaneii «[ucronornyeckoit kinac-
cU(UKALINU OTYXOJIel MATKUX TKaHEeH» 3T OITyXOJIN
paccMaTpUBaIOTCSI KaK MOP(hOJIOTHIECKIE BapUAHTHI
eJMHOI Ho30J0ru4ecKoit hopmbi [18].

DnurennougHas (ckiepo3upymolnas) ¢pudpocap-
KOoMa BIIepBBIe omMcaHa maTtojoramMu MHCTHUTYTA
natojioruu BoopyxxeHHbIx cui CIIIA (AFIP) J. Meis-
Kindblom, L.G. Kindblom u F. Enzinger B 1995 roay
[33]. Hosroe BpeMs OITyXOJIb pacCMaTpuBaach Kak
MOPQOJIOTUYECKII BapruaHT PUOPOCAPKOMBI B3POCITBIX,
HO 0COOEHHOCTH YJIETPACTPYKTYPHI KIIETOK, TeYeHUE 1
KIMHITYECKHE UCXOIBI TPUBEIIH K BBIICICHUIO OITyXOJIN
KaK CaMOCTOSITETbHOM HO30JI0TUIECKOM (DOPMEL.

ITpuopuTet B onrcaHuu MHGMAHTUIBHOMN (BPOXKIEH-
Hoi1) pubpocapkomMbl OKOHYATEJbHO HE YCTAHOBJICH.
DOubpocapKOMBI IeTei ITePBBIX JIET SKU3HU IIepUOINTIeC-
KU OTNMChIBAJIMCh aMEPUKAHCKMMM naTojioramu B 1940—
1950-e roapl npoiioro croynerusi. CucreMaTuyeckoe
u3ydyeHre MHGaHTUIbHON (hUOpOocapKOMbI HayaaoCh
¢ pabotsl nmatosiora D.H. Andersen B 1951 rony [2].
B pabGore mpuBeaeH KIMHUKO-MOP(OIOTrnIecKuin
aHamm3 175 3710Ka4eCTBEHHBIX ME3eHXMMAIbHBIX OITy-
X0JIel Y HOBOPOXKIEHHBIX U AETe B Bo3pacTe 10 15 JeT.
[Tatb U3 3THX oMyxoJieli ObUIM paclo3HaHbI KaK «l0Be-
HUJIbHas» pudpocapkoMa. OnucaHve MHOAHTUIbHOM
(pumbpocapKoMBI KaK CaMOCTOSITEIBHON HO30JI0TUYEC-
Kot (popmel caenaHo A.P. Stout B 1962 roay [51].

MuxkcoBocnaauTteabHas ¢pudpobdacTuueckas
capkoMa KKUCTelt u crorn ornucaHa B 1998 romy oaHo-
BpeMeHHo B IlIBeunu u CILA [34, 38]. DT0o penkas
¢ubpobiactuyeckas capkoma, Kk 2010 rogy onucaHo
132 cay4dast onyxoJiu.

310KauecTBeHHas BOCIIaIUTe IbHast MuoguOpobac-
TUYECKasl OMyX0Jib (BOCIIaJIMTeIbHasl (prudpocapkoMa)
BBIIEJIEHAa KaK OTHeNIbHAasT Ho30Jornyeckas ¢popma
rmatojoraMu MHCTHTYTa MAaTOJNIOTUM BOOPYKEHHBIX
cun CIIOA (AFIP) J. Meis u E Enzinger B 1991 rony
[32]. ABTOpHI onucanu 12 ciayyaeB BocHajauTeIbHOM
MUOGhUOPOOIACTUUECKON OTTYXOJIM JIETKUX U OpbIKEHKI1
TOHKOI KHIIIKM C MeTacTa3aMHM B JIETKUE W TOJOBHOM
MO3L DT0 peakas pudpoodaacTuueckast capkoma, K 2010
roJly OnMcaHo 28 ciay4aeB OIyXOJIN.

ITneomopdHast ¢pudbpocapkoma otkpbita B 2000
roay amepukaHckumu natojoramu C. Antonescu u
R. Erlandson mipu n3y4yeHMU YIBTPACTPYKTYPHI 3710-
KayeCTBEHHbIX (DUOPO3HBIX TUCTUOLIMTOM KocTei [4].
B pabore 1mokazaHo, YTO HEKOTOPHIE 3 3TUX OITyXO0JIeit
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MOCTPOEHbBI U3 HEOTIaCTUYEeCKUX (hMOPOOIACTOB C MO-
JTUMOPGHBIMU SIIpAMU U, TAKMM 00pa3oM, SIBJISTFOTCSI
ieoMopbHBIMU (hrbpocapKkoMaMu. ecsITh IeT CIIycTs
aHaiu3 npoduieii 3KCNpecCun reHOB OMyXOJEBbIX
KJIETOK B 3TUX OITyXOJISIX ITOKa3ajd MX MAEHTUIHOCTh
HeoIIacTUIecKUM pubpobdractaM [26]. 3HaunTeTHHAS
YacTh IJIeOMOPPHBIX GUOpOCcCapKOM CKPBITA MO, «Mac-
KOT» 3JI0Ka4eCTBEHHBIX (DMOPO3HBIX THCTHOIIUTOM.

Munodpubpocapkoma onucana B LlBeiinapun B
1998 rony R. Lagace kak 3710KauecTBEHHasl OMyXOJib,
MOCTPOEHHAsI U3 HEOTIACTUYECKUX MUO(PHUOPOOIaCcTOB
[28]. CymiecTBOBaHME OITYXOJIM B T€YEHE€ MHOTUX JIET
OCImapuBaeTCsi MHOTMMM T1aTOJ0TaMU, YTO CBSI3aHO C
TPYAHOCTSIMU MHTEPIIPETALIMU YABTPACTPYKTYPhl HE-
OIUIACTUYECKUX MUOGUOPOOIACTOB OITyXOIU W HEOMd-
HO3HAYHOCTBIO UX UMMYHO(eHoTHMa. YacTh ucciienona-
TeJIel CYUTAET, YTO MUO(DHUOPOCAPKOMBI SIBJISIIOTCS JTMOO
BbICOKOAUD(hEpeHIMPOBAHHBIMU JIEHOMUOCAPKOMaMH,
1160 HeauddepeHIUPOBAHHBIMU MJIEOMOP(MHBIMU
capkoMaMHM ¢ abeppaHTHOM TIaAKOMBIIICUHON Trd-
depeHMpoBKOit KiteTok [15, 40]. Tem He meHee B 2002
roay Muodudpocapkoma Oblila BblIeJeHa B KauecTBe
CaMOCTOSITEIbHOM HO30JI0rMUeCcKoi (hopMbl. DTO peaKast
oryxoJib, K 2010 roay onucaHo okoJjio 50 ciydaes.

310KayecTBeHHAas coiuTapHasi Guopo3Hast ONyxoJib
OIKCHIBAJIACH MAJIBIM UM CJIOM HAOIIOACHUI HECKOTbKU-
MM rpyrnamMu uccienonareseid B 90-e roabl mpoliioro
cronetus [43, 54].

Takum obpazom, Teopus A.P. Stout o nuddepeH-
LIMpoBaHHOM (prOpobIacTe KaK eIMHCTBEHHOM Mpe-
LIEeCTBEeHHUKE (PUOpOOIACTUUCCKUX OMyXOoJiel Obliia
MepecMOTpeHa B CBSI3U C MOSIBJICHUEM KOHUETIUU
uepapxuueckoit nudepeHIpoBKHU (UOPOOIACTOB OT
CTBOJIOBBIX KJIETOK J0 3peibix ¢popM. CTao MOHSITHO,
YTO B IIOCTHATaJIbHOM mepuonae (pruOpo0IacThl Mpe-
CTaBJISTIOT COOOM CIIOXKHYIO CUCTeMY KJIETOK, KOTOPhIE
pa3nyaloTcs Mo crerneHu audoepeHInPOBKUA, MOP-
donorun u GyHkumsaM. Manurauszanus gpudpoobaacra
BO3MOXKHa Ha JII0OOM U3 3TAroB ero audepeHIIupoB-
KU, 9TO U OOBSICHIET MHOTOO0Opa3ne TUCTOJTOTHTISCKIX
BapraHTOB (hOPOOIACTUUECKUX CAPKOM.

DnuaeMuo0orug puopo0.1aCTHIECKIX CAPKOM

®dubpobacTUIECKNE CAPKOMBI BCTPEYAIOTCS OT-
HOCHUTEJIbHO PEIKO, Ha MX JOJIIO TIPUXOAUTCS, 110 TaH-
HBIM MEXIyHApOIHOW CTaTUCTUKU, MeHee 1% OT Beex
omnyxoJieit B3pocibix [20]. OHKOJIOTMYECKUIT PETUCTP
He coo0IIaeT TOUHOE YMUCIIO OOJIbHBIX (hrudOpodaacTu-
YeCKMMHU capkoMaMmi B Poccrm, HO KOCBEHHBIE OIIeH-
KM TI03BOJISIIOT TOBOPUTH He MeHee 4yeM o 100 HOBBbIX
cJydaeB B ron. B Marepuaie oTaesoB maToJornyeckoi
aHaTOMUU Poccuiickoro oHKOJOTMYECKOTO0 HayYHOTO
nentpa uM. H.H. broxuna PAMH u Poccuiickoro
HAy4yHOTO LeHTpa peHTreHopaguojornu M3 PO B
nepuon ¢ 1994 no 2012 rox Ham ynanoch 0OHaApYKUTh
Bcero 156 ciryuaeB omyxoseil, OTHOCSIIIUXCS K TPYIIIe

(ubpobiacTuueckux capkoM. PudbpobIacTUYECKIE
CapKOMBI C OJMHAKOBOI YaCTOTOM IMOpaXaroT MSITKIE
TKaHW KOHEYHOCTEH 1 TYJIOBHIIA Y MY>KYWH ¥ XKSHIIIMH
B Bo3pacTe oT 2 Mec 110 89 JieT. MeanaHa Bo3pacta 60Jib-
HbBIX COCTaBJISIET 57 JeT.

DdubdpobdIaCTUIECKIE CAPKOMBI COCTABJISIOT OKOJIO
2% 3710KaueCTBEHHBIX OIYXOJel IeTeil, 3HAaUUTETbHO
YCTYIAIOT TI0 9acTOTE TeMOITOATHYECKUM OITyXOJISIM,
OITyXOJISIM MO3Ta, HelipobiacTome, HedpobdiracTome
u pabgomumocapkome [9, 49]. EnuncrBeHHas 310Ka-
yecTBeHHas1 puOpobdIacTUIecKast OImyXoyb, KOTopast
BCTpevaeTcs y AeTelt B Bo3pacTe 10 3 JieT, — MH(paHTUTb-
Has (BpoxiaeHHas1) ¢pubpocapkoma. Omnyxojib UMeeT
OTHOCUTEJIBHO MEUIEHHBIN TEMIT POCTa, JUTMTEILHOCTh
KOTOPOTO M3MepsIeTCs] MeCsSIIaMU; TTOJIOBUHY MH(paH-
TWIbHBIX (pUOpOCApOKOM OOHApPYKUBAIOT B BO3pacTte
2—3 mec. [To nannbeimM E. Chung u F. Enzinger, peuuau-
BBl B MECTE PACITOJIOXKEHUS TIEPBUYHOTO y3J1a OITyXOJIN
BO3HUKAIOT B 12% ciydaeB, MeTacTa3bl OOHApPYKEHBI
y 8% OONBHBIX, a 00IIAs IMATUICTHSISI BBDKUBAEMOCTD
coctanisieT 84% [8]. Bece 5T0 MO3BOJISIET TOBOPUTH O TOM,
yTO UH(MaHTUIbHAs (hrOpocapKoMa UMEET OTHOCUTEb-
HO OJIATOTIIPUSITHBIM KJIMHUYIECKHWI TTPOTHO3, HEXEIN
(hubpocapkoma B3pocbix. Y neteit B Bozpacte 4—15 jiet
OITMCaHbI CIy4au BeIOyXaroleil nepmMaTodrdpocapko-
MbI KOXKU ¢ TpaHcopManueil B prudpocapkomy, MUKCO-
(purbdpocapKOMbI 1 3710Ka4eCTBEHHOI BOCITAIMTEIbHOM
Muo¢uopodIacTuIecKoit ommyxonu |9, 49].

Dr1rosorus puopPoo.IACTHIECKHX CAPKOM

Otroaorus GpuopodIaCTUUECKUX CAPKOM HEU3BECT-
Ha. BOJIBIIIMHCTBO 3TUX OITyX0JIei pa3BUBAIOTCS de novo,
HekoTopble (okosto 7—10% cirydaeB) — Tocjie TpaBMEI, B
MeCTe reMaTOMBI MJIU TpaHy/IsSIIMOHHON TKaHu [23]. s
(GudpoOIACTUIECKIX CAPKOM HEU3BECTHBI ITPEIOITYX0-
JIeBbIE (IMCILIACTUYECKIE) IIPOLIECCHI M CJTydyau TPaHC-
dopManu u3 10OpoKadYeCTBEHHBIX (hrbpobdIacTuIec-
KUX omnyxosieil. CUUTAIOT, YTO MEXaHU3M CTaJIUIHOTO
KaHIleporeHesa (capkoMoreHesa), peaau3yroluics
MyTeM Ioc/e10BaTeIbHbIX HAPYIIEHU I FeHOMa KJIETKU
U YBEJIMYCHUS CTENEHU 3JI0KAYEeCTBEHHOCTU OIYyXO-
JIW, HecTpaBeMIuB Uisl (UOpobIacTUIECKUX CapKOM
[31]. ETMHCTBEHHBIM UCKIIOUEHUEM 3[€Ch SIBIISIETCS
BhIOyXatolas aepMaTopudopocapkoMa KOxKu, KoTopast
IOocJIe HECKOJIbKUX PELIMAUBOB TpaHC(HOPMUPYETCS B
«KJTACCHYECKYIO» (hrOpOocapKoMy B3pOCbIX [36].

He6onpmas yacts (puOpoOIaCTUYECKUX CAPKOM
BO3HMKAET IOCJIE JTYYEBOM Teparuu APYyTUxX 3j10Kauec-
TBEHHBIX OIMyXOJIei, TaAKMX KaK paK MOJOYHOM Keje-
3bI, TUMMOMBI CPEAOCTEHUSI U CApKOMbBI KOCTEil Tasa.
K rpynmne nmoctiaydyeBbix ¢pUOPOOIACTUUECKUX CAPKOM
OTHOCSTCS (hudpocapkoma B3poCIbIX, MUKCohrOpocap-
KOMa 1 BbIOyxatoliasi arepMaropudpocapkomMa KOXMU.
Onu paspuBatorcs y 0,3—0,8% GoJbHBIX MOCTIE KyPCOB
nyueBoii Tepanuu CO/I 6onee 50 Ip, naTeHTHBIN TIepro
npu 3ToM coctasisieT oT 3 go 10 ner [42]. [TatoreHes
MOCTJIYYEBBIX CAPKOM CBSI3aH C BOSHUKHOBEHUEM MY-
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Taluil reHa p53 1ojJ BO3AeHCTBUEM MOHU3UPYIONIEH
panuainyu. bosbIMHCTBO (hUOPOOIACTUUECKUX TTOCT-
JIy4EeBBIX CapKOM — HU3KOAUGGEPEHIIUPOBAHHbIE
OITyX0Jiu, 00I11asl BIXKMBA€MOCTb OOJIbHBIX HU3Kas 1
Ko0J1e0JieTcsl, B 3aBUCUMOCTU OT JIOKJIM3alluu U pas-
MepOB oItyxoJiu, ot 5 10 30% [42].

Bousbiias yacth puOpoOIACTUYECKUX CAPKOM Y
JeTell Tak>Ke BO3HMKaeT cropaiudyecku. M3BecTHBI
HacJe/ICTBeHHbIE TeHeTUUYeCKUEe CUHIPOMBI, KOTOpPbIE
MOBBILIAIOT PUCK Pa3BUTUSI MH(DAHTUIbHOM (hrudpocap-
KOMBI 4 BEIOYXaloleil 1epMarodudpocapKoOMbl, — 3TO
cuaapoMbl JIu—Ppaymenu u TopimHa [49].

Poct (hudpodIacTHIECKHX CAPKOM

Wcrounukom paszButust ¢GpudOpo0IaCTUUECKUX cap-
KOM SIBJISIIOTCSI Bce KJIeTKU quddepoHa pudpodiacTos,
pacnosiaratoliiyecsi B MOBEpPXHOCTHOU (haclMu KOXHU,
hacumsIX CKeNMETHBIX MBI, COCYAUCTBIX U CYXOXKUTb-
HbBIX BJIaraJiviil, B aABEHTULIMM COCY0B U HAAKOCTHUIIE.
B GonblIuHCTBE ciydyaeB HEBO3MOXHO YCTAaHOBUTH
UCXOJHYIO TKaHb (aHaTOMMYeCKOoe oO0pa3zoBaHUE),
13 KOTOPOU BO3HUKIIA OITyXOJib. THIT pocTa capKOMBI
B 3HAYMTEJbHOI CTENIEHU ompenesercs Mopdoo-
TMYECKUMU OCOOEHHOCTSIMU MaTepUHCKOU TKaHU —
GuodpobIacThl paciyil TIyOOKMX CKEIETHBIX MBIIIILL U
HaJIKOCTHUIIBI SIBJISTFOTCSI UICTOUHHUKOM 00Jiee arpeccrB-
HbIX pubpobaacTuyeckux capkom. CapKoMbl 00J1agaloT
HEOAMHAKOBBIM TEMIIOM POCTa, HO BCeT1a UHMWIBTPU-
pyIoT (pacciianBaloT), OKPYKAIOT U IOCTEIIEHHO YHUY -
TOXalOT cocegHue TKaHU. PocT ¢pudpobdiacTudyecKux
CapKOM MOXeT ObITh OrpaHUuYeH (PUOPO3HOI Karcyaoi
13 OTTECHEHHBIX U CIAaBJIEHHBIX TKaHel. TobKo TpeTh
¢ubpodracTuueckux capkoMm ((hbudbpoMuKcougHast
capkoMa, MH(aHTUIbHas hudpocapkoma, 3710KauecT-
BEHHas1 coauTapHasi uopo3Hast OIyxoJib) (popMUpPYIOT
(Gubpo3HYIO Karcyy, IS HUX Xe XapaKTepHa HU3Kasi
JacTOTa MECTHBIX PEIIUINBOB.

dubpocapkoma B3pOCIbIX, SITUTSITMONAHAS (CKIIe-
posupymoliias) pudpocapkoma, GpuOpPOMUKCOUTHAS
capkoma U rieoMopdHasi prdpocapkoma IrpecTaBie-
HBI Y3JIOM KPYIJION WX OBaJIbHOI (pOpMbI AaMETPOM
ot 3 10 12 cm (puc. 1). TkaHb onyxoJu OJHOPOIHASI,
TIJIOTHAsI, CEPOTO M CEPO-KENTOro 1iBeTa. Oyaru HeKpo3a
C KOHCUCTEHIIMEeH KeJlaThHA, KeJITO-3eJIEHOTO 11BeTa, U
OIHOKaMepHbBIE KUCTHI, 3aITOTHEHHBIE CEPO3HO-TEMOP-
paruyeckoi KUAKOCTbIO, MOTYT ObITh OOHApPYKEHbI B
HuskoaudphepeHIIMpOoBaHHBIX capkoMax. Bo Bcex city-
Yasx OIyXOJb pacrojaraercs ryoxke mMoOBEPXHOCTHOM
dacunm KOHEUHOCTH, B TOJIIIE CKEJIETHOM MBIIIIILI, B
TPETH CIyYaeB OIMyXO0JIb BpacTaeT B HAAKOCTHUILY MPH-
JIeXalie KoCTu.

MNudantunbHas (BpoxaeHHas) ¢ubdbpocapkomMa
MpeacTaBlieHa y3J0M KPYIJIOi MM OBajJbHON (hOPMBI
nramMeTpoMm ot 2 10 14 cm (puc. 2). TkaHb OITyX0JIeBOro
y3J1a OMHOPOIHAs, TIJIOTHAs, CEpOro 1iBeTa. B mosoBuHe
cJIyJaeB OIMyXOJb OOHAPYKMBAIOT Y HOBOPOXKICHHBIX.
K MomeHTy omepaiuu onmyxoJib JOCTUTaeT OTHOCH-

Puc. 1. ODmuresmonnnas (ckieposupywomas) pudpocapkoma. Bux
OMyXOJTH

Puc. 2. UndantuisHas (BpoxkaeHnas) ¢puodpocapkoma. Bun omy-
XO0JIM. AMIYTausA HIDKHEil KOHEYHOCTH HA YPOBHE JMCTAJIBHOM
YyacTu 0eapa

TeJTbHO OOJIBIIIUX pa3MepoB, My(PTOOOPa3HO OXBATHIBAST
KOCTH M COCYAMCTO-HEPBHBIE ITYYKN KOHEYHOCTH, YTO
OTpaHMYMBACT PAINKAIBHOCTD XUPYPTUUECKOTO KCCe-
yeHMS y371a 1 3G (HEKTUBHOCTD JTyYeBOM TepaIim.
MukcodubdbpocapkoMa COCTOUT M3 CAMBAIOLIUXCS
y3JIOB OBaJIbHOU (pOpMbI 1uaMeTpoM 2—8 cM (puc. 3).
TkaHb OITyXOJI UMEeT KOHCUCTEHIINIO XKeJlaTHHA, Cepo-
xenroro uBera. st 80% ciydaeB MuKkcohrbpocapkom
XapaKTepHa ITOBEPXHOCTHAS JIOKATU3ALIMS y3JIa — B TIOMI-
KOXXHOI XXMPOBO1 KJIeTYaTKe, Ha rpaHulie ¢ pacumeii
TToJIesKaleit CKeJeTHOM MBIIIIBL. [1pr 3TOM OITyXoJb
Ha OrpaHMYEeHHOM yYacTKe pa3pymraeT ¢haciuio u
BpacTaeT B CKEJIETHYIO MBILIIY Ha TiyouHy 0,5—2 cM.
Menbiast yacTb MUKCO(UOPOCAPKOM pacIiojiaraeTcs
cyOdacLmaibHO, B TOJIIE CKEJIETHOM MBILILIBI.
Bribyxatomas nepmatodubdpocapkoMa KOXU
MpeacTaBjieHa OJHUM WU 2—3 CIUBAIOIIMMU y3Jia-
MM KPYTJIOil ¥ OBaJIbHOM (pOpMBI THaMeTpoM 2—6 cM
(puc. 4). OnyxoJib pacroyioxXeHa B KOXe U BO BCeX
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Puc. 4. Boioyxaromas nepmMaTouépocapkoma Koxu ¢ Tpancgop-
Manueii B pudpocapkomy. Bun omyxomm

cIyJasix BpacTaeT B MOAKOXHYIO XXUPOBYIO KJIETYATKY
Ha 11youHy 0,5—4 cMm. TkaHb OITyX0JIeBOTO y3J1a OJHO-
pomHasi, TIJI0OTHAasl, Ceporo 1BeTa. B mojoBuHe ciayyaes
KOXa HaJl OIyXOJIbIO U3bsI3BJICHA.

310KavyecTBeHHAsI BOCTIaIUTeIbHast MUOGUOpobIac-
TUYECKasl OIyX0Jib pacrojiaraeTcsi B TKaAHU JITKOTO, B
BUCLIEpAJIbHON TIJIEeBpe JIETKOrO WJIM BHEOPraHHO — B
CpeNOCTeHUN WA OpbIKeiKe TOHKOM KMIITKU. OIyXoJib
mpeacTaBieHa y3JoM KPYrjaoil ¢hopMbl I1UaAMETPOM
2—8 cM. TkaHb OomyxoJIeBOro y3ja OQHOPOAHAsI, 3J1ac-
TUYHAasI, pO30BOrO 1LIBETA.

Takum obpa3zoM, 3a UCKIIIOUECHHUEM BbIOyXarollei
JepMaToGuOpocapKkoMbl KOXM aHATOMUYSCKUN TUIT
pocTa 1 CBOMCTBA TKAHU OTYXOJIM He XapaKTepHBI 151
KaKoli-JTM00 ornpeneaeHHON ¢uopodIacTuIecKoii cap-
KOMBI. DTO JIeJIaeT HEBO3MOXHOM T hepeHIINATbHYIO
JMarHOCTUKY (PUOPOOIACTUIECKUX CAPKOM C TOMOIIBIO
meTonoB KT u MPT — naHHbIE Ty4eBbIX METOJIOB HOCSIT
MIPEANOI0XKUTEIbHBIN XapakTep [23]. EnMHCTBEHHBIM
METOJ0M, KOTOPHBII TTO3BOJISIET YCTAHOBUTH HO30J10TH -

YECKYIO IMTPMHAMJICKHOCTD OITYXOJIN, ABJIACTCA MOp(l)O-
JIOTMYECKOE UCCIEAOBAHUCE.

Tucronornyeckoe cTpoeHue (puoOPoO.IaCTHIECKIX
CapKoM

Bce ¢ubpobiracTuyeckre capkoMbl MMOCTPOEHbBI U3
HeoIulacThuYecKux (puopo61acToB U MUODUOPOOIACTOB
(puc. 5). TepMUH «HeoTmIacTUYECKUi» GudpodIacT

Puc. 5. YabrpacTpykTrypa HeomracTuueckux (pudpodiacTos.
®udpocapkoma B3pocbix. B (pudpodsacTax ounosspHbie 0Tpoc-
TKH HUTOIIA3MBbI, PACHIMPEHHDII SHIOMIA3MATHIECKHIA PETHKYIYM
U CEerMEHTHPOBAaHHbIE sAApa. DJIEKTPOHHAS MHKpPOdoTOrpamMma.
VB. x8000

noJpazyMeBaeT OMyXOJIEBYIO KJIETKY, MOP(hOIOrus
KOTOpO#l B TJIaBHBIX YepTax HAIIOMUHAET MPU3HAKU
He-0myxoJieBoro (prubdpobdiacta BOJOKHUCTON COeoM-
HUTEIbHOU TKaHU. OgHaKo Mop¢oJOorust Heoraac-
TUYeCcKUX (GpuOpo0OIacTOB B TOW UM MHOU CTEeNeHU
HCKaXXeHa OIyXoJieBoii TpaHcdopMalueil, Mo3ToMy
aHaJIOTUsl B CTPOCHUM HEOTJIaCTUYECKUX U HE-OIMy-
X0JIeBbIX (prOp0OOIACTOB He sABsieTCs] TOJHOM. Jlus
ornucaHusi MOphOJOruKM HeoriacTuIecKux huopoo-
JTACTOB OOBIYHO UCIIOIB3YIOT TEPMUH «PEKATTUTYIISIIVSI»
CTPYKTYPHBIX TIPU3HAKOB.

Du6pobIacT MOXKET OBITh HAIEKHO MISHTU(PULIMPO-
BaH TOJIKO MPU 3JIEKTPOHHOM MUKpocKonuu. K yiasrpa-
CTPYKTYPHBIM MpU3HaKaM (prudpo0IacTOB OTHOCSITCS:
1) GuUMoNSIpHBIE OTPOCTKM IIUTOIIA3MBI, BHITSHYTHIC
BIIOJIb IJTMHHOM OCH KJIETKU; 2) pacIlIMPEeHHBIC LIUCTEP-
HbI HAOTIa3MAaTUYECKOTO PETUKYJIYMA; 3) CEKPeTOPHbIE
BaKyoJIU B CyOMeMOpaHHBIX OTAeIaX IUTOIIa3Mbl, KOTO-
Pphble 3aMOJTHEHbI IPaHyIaMu ITPOKoJuIareHa (CM. puc. 5).
CriennudecKuX yIbTPACTPYKTYPHBIX IMPU3HAKOB
HeorIacTuYeckux (prudpooacToB He CyIeCTBYeT [52].
B niponiecce onyxoneBoii TpaHchopmaniyi hpudpoodIac-
ThI COXPaHSIIOT CITIOCOOHOCTH MPOAYLIMPOBATh BHEKIIE-
TOYHBI MATPUKC, €CJU TOBOPUTH Y3KO — KOJUIareHbI
1- u 3-ro tunos. [ToaTomy HaubGoJee KOHCEepPBAaTUBHbI
opraHeJsuibl hudpobdacTa, KOTOpble OTBEUYAIOT 32 CUHTE3
U CEKPELIMIO MOJIEKYJT BHEKJIETOUHOTO MaTpUKCca — 3H-
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TMOTIIa3MaTUICCKUI PETUKYIYM M armapaT [oabmku.
HauGonbpimre n3aMeHeHUsI IpeTepeBaloT KIETOYHOE
SIPO M TIIa3MaTHdecKass MeMOpaHa KJIeTKU, UMEHHO
WX UMEIOT B BHUIY, MCITOJIb3YSI TEPMUHBI «aTUTIUSI» U
«TTOJIUMOP(U3M».

B esmoMm mitst Kaxxmoii prOpo01acTUIeCcKoM CapKOMBI
XapaKTepeH CBOM I'MCTOIOTUYECKU I «pUCYHOK». Mop-
¢omorus HeoractTuyeckux ¢puopooIacTOB pas3auy-
Ha — 3TO MOTYT OBITh BepeTeHOOOpa3HbIe, 3Be3a9a-
THIE, STUTSIMONIHBIC W TTOJTUMOP(MHBIE KIIETKU (pHC.
6—9). Tem He MeHee TMCTOJIOTHYECKAsI TUAarHOCTUKA
GubpoOIACTUYECKUX CApKOM TPyIHA, OCOOEHHO IpU
HCCIIeMOBAaHUY OTpaHIMYEeHHOTO KOJTMIeCTBa MaTepraia
MYHKIMOHHBIX OMOTICUii. 3a1aya OCJIOXHSIETCS TeM,
yTo (hubpobdaacT — 3TO «rojas» KjieTka, He UMelolas
crenmpuIecKnX aHTUTEHOB, KOTOPBIE MOTJIN OBbI OBITH
pacIto3HaHbl P UMMYHOMOP(OJIOTHYECKOM HUCCIe-
noBaHum [52]. M3 Bceit rpynbl (pudOpoOIacTUIECKUX
CapKoOM TOJIbKO MHOoGUOpocapkoMa, COCTOsIIas U3

Puc. 6. Pudpocapkoma B3pocCibiX, BepeTeHoo0pasHbie hudpodIac-
Tbl. OKpamyMBaHue reMaTOKCHJIMHOM H 303UHOM. YB. x400

Puc. 7. Dnurennonanas (ckieposupyomas) ¢pudpocapkoma,
anuTeaHonaHble (uopodaacTel. OKpalMBaHHe TeMATOKCHIMHOM
1 303UHOM. YB. x400

Puc. 8. Undantuasnas ¢pudpocapkoMa, «IMOPHOHAIbHBIE>
¢buodpodaacTl. OKpamMBaHUE reMATOKCHINHOM M 303UHOM.
Vs. x400

Puc. 9. MukcoduopocapkomMa, (puopo0IacThl cpeI MEKCOMIHOIM
CTPOMBI OIYXOJIH. OKpamnBaHne reMaTOKCHJIMHOM M 303UHOM.
VB. %400

HeOoIUIaCTUYeCKUX MUODUOPOoOJaCTOB, MOXET OBITH
OKpaIllleHa MOHOKJTOHAJTbHBIMH aHTUTEIAMU K aHTUTE-
HaM IJIaIKOMBITIIeUHOM T HepeHIIMPOBKY — IECMUHY,
o-, y-akTuHaM 1 H-xajmecMoHy.

Hcronb3oBaHne MMMYHOMOPGOIOTUYECKOTO HC-
clieloBaHUS MPUBEJIO K TOMY, YTO BHYTPH TPYIIITBI
(GubpoLIaACTUUECKUX CAPKOM BBIACJISIOT MOATPYITY Tak
Ha3bIBaeMBIX BBICOKOIU(PEepeHIIMPOBAHHBIX CAPKOM,
noctpoeHHbIX 13 CD34-11o3uTuBHBIX (GUOPOOIACTOB
[16]. IToarpyrimna coOCTOUT U3 3 HO30JI0TMYECKUX (POPM, K
Hel OTHOCITCS BeIOyXarolas gepMaropudpocapkoma,
3JIOKaYeCTBEHHas coluTapHasi GUOPO3HasT OITyXoJib/
reMaHTUOIEPUIIMTOMAa U HEKOTOPHBIE CIIydal MUK-
COBOCITAJINTEJIbHOI (PUOPOOIACTUYECCKOM CAaPKOMEL.
AHTHTEH TeMOITO3TUYECKUX KIIETOK-TIPEIIICCTBEHHM -
koB CD34 npenacraisieTr codoil TpaHCMeMOpaHHBII
115 kD rnuxonpoTeuH, KOAUPYEeMblid TeHOM, pacro-
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JIOKEHHBIM Ha KOPOTKOM Iuieue xpoMocomnl 1 (1g32)
[55]. Monekyna CD34 skcrnpeccupyeTcsl B aKTUBU-
POBaHHBIX KJETKaX-TIpeallieCTBEHHUKAaX reMoro33a U
aHTHoOJIacTaxX, KOTOPhIe HAXOMATCS B KOCTHOM MO3Te.
Dkcnpeccus CD34 ooHapy:KeHa B HEKOTOPBIX KJIIETKaX
Me30/IepPMaITEHOTO MPOUCXOKIECHUS — SHIOTETUATBHBIX
KJIeTKaX KPOBEHOCHBIX U JTUM®aTUUECKUX COCYIOB,
WHTEePCTULINATBHBIX (hrOpobIacTax IepMbl KOXKH, TIe-
PUBACKYJISIPHBIX KJIETKaX, ACHIPUTUYECKNX KIIETKax
PETUKYJISIDHOI IepMBI KOXH, a Takxke (prubpobdiacTax
BOJIOCSTHBIX (DOJUTMKYJIOB M MUOSTTUTEINATBHBIX KIIET-
KaX, OKPY>KaIOIINX CEKPETOPHBIE OTAEIbI SKKPUHOBBIX
moToBbIX Xkejie3. @yHukuuu CD34 BBISICHEHBI TOJBKO
IUTST KJIETOK-TIPEAIIECTBEHHUKOB TeMOIo33a, HO
OCTalOTCS HEMOHSITHBI /1Sl puOpo0JacTOB B MOCTHA-
TanbHOM oHTOTeHe3e. CD34-no3utuBHbie HGuOPOO-
JIACTBI SIBJISIIOTCSI UCTOUHUKAMU PA3BUTUSL U IPYTUX
(pmbPOOIACTUISCKIX OITYXOJIEH, K KOTOPBIM OTHOCSITCS
¢dubpoma 11eu, cKiaepoTudeckas puopoma, KJieTouHast
aHnrnopubpoma, TMraHTOKJIeToYHas (prdpodacTtoma,
Juno¢puopoMaTo3 U MOBEPXHOCTHASI aHTMOMUKCOMA
[53]. Beizenenue CD34-nmo3uTuBHBIX (prOpoOIacTU-
YeCKMUX CApKOM ITOMUMO TUCTOTEHETUIECKOTO 3HAYe-
HUS UMEET U KIIMHUYECKUW CMBICI — OMYXOJU 3TOW
TPYIIBI 0061agafoT OJIAarOMPUSITHBIM KIMHUYECKIM
MIPOTHO30M C MSATUJIETHE W BEKMBAeMOCThIO OOJTBbHBIX,
paBHoOI1 98% [16].

MoJekynspHas reHeTHKa (puOpo0JaCTHIECKHUX
CapKoM

duopobaacTUYeCKre CapKOMbl FeTe€POreHHBI 10
KJIETOUHOMY COCTaBY, UTO OOBSICHSIIOT TeHETUYECKUMU
nedekramyu — abeppalusaMu XpoOMOCOM, COMaTUYecC-
KUMU MYTaALlUSIMU KJIETOYHBIX MMPOTOOHKOTEHOB U
SIUTEHETUYECKMMU HapyllleHUsIMN. B BOSHMKHOBEHUI
GubpobIaACTUUECKUX CapKOM abeppaliisiM XpOMOCOM
MPUIAIOT OMpeesiolee 3HaUeHHeE.

Bce ¢pubpobnacTuueckue capkoMbl MOTYT OBITh
pazaesieHbl Ha JIBe OOoJiblliMe Tpymmbl: 1) co crienu-
¢uYecKMMU HApYLIEHUSIMUA CTPYKTYPbl XPOMOCOM U
2) CIOXHBIMM HApYIICHUSIMU KapUOTHUIIA, KOTOPBIE
MIPOSIBJISIIOTCS B BUAE HecOaJaHCMPOBAHHBIX BCTABOK,
JeJIeluit 1 aMIuIMGpUKalMi TOKYCOB XpOMOCOM U TOY-
KOBBIX MyTallMil OTAEJIbHBIX T€HOB. TOJIBKO MOJOBUHA
GubpoOIACTUYECKUX CAPKOM MMEET CIielu(puIecKue
TpaHCJOKALMU U OTHOCUTEIbHO MPOCTOM KapUOTHUIL.
TpaHcnokauy NpUBOAAT K (POPMUPOBAHUIO B OITY-
XOJIEBBIX KJIeTKax ciiuThiX (fusion) reHos. beaku —
MPOAYKTHI, KOTOPbIe KOAUPYIOTCS CIIUTHIMU T€HAMU
BBITIOJIHSIOT B KJIETKaXx pa3Hble pyHKIMK. HekoTophie
W3 HUX SBJISIIOTCSI TPAHCKPUITIMOHHBIMU (haKTOpaMu
(CREB3L2), npyrue — tupo3uHkuHazamu (ALK),
aKTUBHOCTbh KOTOPBIX FOpa3ao BhIIIE, YeM Y OCJIKOB,
KOAUPYEMBIX HEU3MEHEHHBIMU TeHaMU, TPETbU —
¢akrTopamu pocta kietok (PDGFB). Ho Bce oHu sB-
JISIFOTCSI KOMITOHEHTaMM TOT'O UJIX MHOI'O CUTHAJIbHOTO
Kackaja, y4acTBYIOT B peryJisiliii KJIeTOUHOro 11KJIa

U, TaKUM 00pa3oM, 3aIycKaloT KJIOHAJIbHYIO TTPOJIv-
depaumo kinetku. K ¢pubpodiacTuaeckum capkoMaM
co crelnUIECKUMI TPAHCIOKAIIMSIMHU XPOMOCOM
OTHOCSITCS:

Bocnaaumenvnas muogubpobracmuueckas onyxons.
B Muodubpobdaactax 65% omyxoiieii 0OHapyKeHbI
HECKOJIbKO pa3HbIX TpaHcaoKauui reHa ALK (KuHa3za
aHaIJIaCTUYeCKOM TMM@OMBI), pacToJOKEeHHOTO Ha
xpomocome 2 (2p23), camas yacTtas U3 KOTOphIX t(2;5)
MPUBOIUT K (popMHUpOBaHUIO ciiuToro reHa ALK-NPM
(nykneomnadmuH) [11]. MonekyasipHasi CTpyKTypa
XUMEPHBIX TPAHKPUTITOB ¢ yyacTruem reHa ALK Bapbu-
PYET, B KaueCTBe MapTHEPOB MO CIIIMBAHUIO BHICTYAIOT
reHbI TPOIIOMUO3UHOB (TPM3n TPM4), TsKenoii enu
knatpuHa (CLTC), uucrenn-tRNA cunrterassl (CARS)
u Ran-cBs3biBatoniero oenka (RANBP2) [12]. Bcee nie-
PECTPOKY MPUBOASIT K MOCTOSIHHOM aKTUBAIIMM KUHA-
3HOTO IoMeHa besika-npoaykra reHa ALK. JIpyrasi yactb
BOCHATUTEIbHBIX MUO(DHOPOOIaCTUUECKUX OITYXOJIeH,
KOTOpEIE He MMEIOT ItepecTpoliku reHa ALK, obiamaet
Ttpaciokanusamu reHa HMGIC (HMGAZ2), pacrioyloxXeH-
Horo Ha xpoMocome 12 [12].

Boioyxarowas depmamogpubpocapkoma koxcu. B puod-
pobiactax 98% oryxoseit oOHapy>KeHa TPaHCITOKALIHS
t(17; 22)(q22; q13), KoTopasi IpUBOIUT K (hOpMUPOBaA-
Huto cuautoro reHa COL 1A (ren xomnareHa 1A)-PDGFB
(¢dakTop pocrta TpoMmObouuToB B) [48]. Ien dakTopa
pocta PDGFB B pe3yabTaTe CAUSHUU MOAMNAaAaeT MO
neiictBue nmpomotopa reHa COL IA. benok-npoaykT
xumepHoro tpaHckpunrta COLIA-PDGFB siBnsietcs
(byHKIIMOHATIbHO-aKTUBHBIM (haKTOPOM POCTa TPOMOO-
LINTOB, CITOCOOHBIM CBS3BIBATHCS C COOTBETCTBYIOIINM
PELIETITOPOM M TTYTeM ayTOKPUHHOM PeTysIsIiiuy aKTH-
BMPOBATh NMpojrdepalnio KIeToK.

Quobpomuxcouonas capkoma. B pudbpobdIacTax
80% omnyxoneit obHapyxeHa TpaHcaokauus t(7; 16)
(q32-34; pl1), koTOopast MPUBOAUT K (POPMUPOBAHNIO
cum-tororeHa FUS-CREB3L2[44]. benok-nponyKTreHa
CREB3L2 npunaginexut Kk ceMeiictBy CREB TpaHc-
KPUIILIMOHHBIX (paKTOPOB, HO He roMoJiorndeH ATFI u
CREBI. MonekysgpHasi CTpPYKTypa XMMEPHbBIX TpaHK-
puntoB FUS-CREB3L2Bapbupyert, UMEETCSI COOOIIECHNE
oToM, uto reH CREB3L I MOXeT BBICTYIIaTh ITAPTHEPOM
TI0 CIITMBaHMIO.

Hupanmunvnasn (epoxucdennasn) gubpocapkoma.
B ¢ubpobnacrax 85% omyxoseit oOHapyKeHa TpaHC-
nmokanus t(12; 15)(ql3; q26), KkoTopast IPUBOIUT K
(opmupoBanuto cuutoro reHa ETV6-NTRK3 [25].
benok ETV6 — unen cemetictBa ETS TpaHckpumim-
OHHBIX (hakTOpOB, cogepxkamuii JI HK-cBsa3piBarommii
poMmeH. benrok NTRK3 — 310 TpaHcMeMOpaHHBIN
peLeITop HellpoTponrHa-3, coaepKaliuii KWHa3HbIN
momeH. Peuenntop NTRK3 skcnipeccupyeTcst B HOpMe
Ha KJIeTKaX LIEeHTpaJbHO HEPBHON CUCTEMbI, OIOCPEe-
nyst ux poct. TuposuHkuHazHast akTuBHOCTH NTRK3 B
CIIIMTOM OeKe BeleT K ayToocdopuaInpoBaHUIO OC-
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TaTKOB TUpO3uHa. TpaHciaokauums t(12; 15) coueTtaeTcs
¢ Tpucomusimu xpomocom 8, 11, 17 u 20. Tpucomun
SIBJISTIOTCST PE3YJIBTAaTOM TPAHCJIOKALIMU 1, BEPOSITHO,
OTBETCTBEHHBI 3a MpoJndepalnio 001ee MUTOTUUYECKU
aKTUBHBIX (HOPOOJIACTOB OITYXOJIH.

Mukcosocnarumenvnas gubpobaracmuueckas cap-
koma. B pubpobaacrax onyxoau odHapyxkeHa TpaHC-
Jokamus t(2; 6)(q31; p21.3), XuUMepHBII TPaHCKPUIT
KOTOpOU He naeHTuuuuponaH [21].

TTepeuncneHHbie BoIlIe prOPOOIACTUIECKIE CAPKO-
MBI CO CITelIM(DUYECKUMU TPAHCIOKALMSIMU XPOMOCOM
MOTYT OBbITh IMaTHOCTUPOBAHBI MPU HCCAECTOBAHUN
OMOIICUITHOTO MaTepralla ¢ MOMOIIbIO METOAOB LIUTO-
renetuku (FISH) u monexynsproii renetuku (PCR).

Ipyrmna ¢pudbpodaacTUUYeCKX CapKOM CO CIIOXKHBIMU
HapyLUIeHUsSIMU KapuOTHUIIA COCTABIISIET OPYTyIO YacTh
onyxoJseil. [lepecTpoiiku XpoMOCOM HACTOJBKO CJIOXK-
Hbl U MHOTOUMCJIEHHBI, YTO HET BO3MOXHOCTH Mepeumc-
JuTh ux Bce. Hanpumep, B hubpocapkome B3pOCTBbIX
00HapyKeHbI BCTABKU XpOMOCOM 4q, 6q, 7 1 20 1 moTtepun
y4acTkoB xpomocoM 13 u 14, a Takxke noKyca 2q21-qter.
[1aBHBII BOIpoc maToreHe3a 3TUX CapKoM — KaKue U3
Hab101aeMbIX abeppalinii XpOMOCOM 1 MyTallUii TeHOB
SIBJISTFOTCSI IPUUYMHOU BOSHUKHOBEHUSI OTTyXOJIei, a Ka-
K1€ — BTOPUYHBIMU U3MEHEHUST HECTaOMILHOTO TeHOMa
OITyXOJIEBBIX KJIIETOK B IIPOIECCe X pOCTa.

He sicHO, moyemy CyIecTBYIOT OMHOBPEMEHHO J1Ba
THUMa GUOPOOIACTUYECKUX CAPKOM — CO CIelupu-
YEeCKUMU TPAHCIOKALMUSIMU XPOMOCOM U CJIOXHBIMU
HapylIeHUSIMU KapuoTuna. Pasauuune Mexmy IByMsl
TUMAMU CAapKOM MOXKEeT ObITh O0YCJIOBJIEHO TUIIOM
KJIETOK — TIpeAIIeCTBeHHUKOB OITyxoJyeil. B capkomax
CcO crenndUIEeCKUMU TPAHCIOKAIIMSIMU XPOMOCOM
BO3MOXKHBII HAOOP KIETOK-TIPEAIIeCTBEHHUKOB MOXET
OBbITb HEOOIBUIMM M OTPAHUYMBATHCS ME3EHXUMAaJIb-
HBIMHU CTBOJIOBBIMU KJIETKAMHW M KOMUTUPOBAHHBIMU
KJIeTKaMu — TpealiecTBeHHuKaMu ¢Guopo01acToB.
[Tpu 3TOM TpaHCIIOKAIIM XpOMOCOM MOTYT HE OKa-
3bIBaTh BIMSHUS Ha OoJiee nuddepeHInpoBaHHbIE
¢dopMbI — I0HBIE PHOPOOIACTHI, 3pesibie (PUOPOOIACTHI
u Muodudbpoodaactel. B 3ToM ciydae TpaHCIOKaUUU
XpPOMOCOM MOTYT OrpaHMYUBATh JaJibHEHIIYyI0 nud-
depeHHUpPOBKY (PpuOpP0OJACTOB U IMIPUBOAUTH K UX
SJIIMMUHALIMY W3 TTyJIa IeIIIuXcs KIeTok. Bummmo,
o 3Toll nmpuunHe pudpodiracTuyecKue capKoOMbI
co creM(PUIECKUMU TpaHCIOKAUIMU 001adat0T
OTHOCUTEJbHOI «TOMOT€HHOCTbIO» KJIETOYHOTO CO-
craBa (pubpoMUKcoUIHAS capKkoMa, UH(aHTUIbHAS
¢ubpocapkoma, BeIOyxatomast repmMaTopuopocapko-
ma). HapymeHnue gyHkuuii 6eJ1KOB — peryiasiTopoB
kJjeTouHoro nukiaa RB u p53, koTopsie HabI101a10TCS
B capKoMmax CO CJIOXHBIM HapylleHHueM KapuOoTHIIA,
MOTYT UHIYLIMPOBATh OMYXOJEBYIO TpaHCHOopMaluio
Gubpo6IACTOB U UX MPEIIIECTBEHHUKOB JIIOOOTO
ypoBHs auddepeHnpoBKU. TpedoBaHust K nudde-
PEHIIMPOBKE KJIETOK B 3TOM CJTydae He TAKME JKECTKIE —

9TO MOTYT OBITh U 3peJable GpubpoodaacTel. CleacTBUEM
STOTO SBJISIETCSI TETEPOTEHHOCTh KJIETOUHOI'O COCTaBa
OITYXOJIM, KPAHUM CJIy4aeM 3[1eCh SIBJISICTCS MUKCO-
¢dubpocapkoma u meomMopdHas pudbpocapkoma.

IToTeHuua 3J10Ka4€CTBEHHOCTH M KJIMHIYECKHE
HCX0Abl (PUOPOOIACTHUECKMX CAPKOM

DubpobIacTUYECKe CapKOMbI B 3aBUCMOCTU OT
MOTEHIINAIA 3JI0KaYeCTBEHHOCTH pa3desieHbl 9KCIep-
tamu BO3 Ha aBe rpynmnel: 1) dpudpobaacTuyeckue
OITYXOJIA C IPOMEXYTOUYHbIM (intermediate) moTeHIIM-
aJIoM 3JI0KaYeCTBEHHOCTU U 2) UCTUHHBIE (hrubpobiiac-
THYeckure capkombl. K (prbpobiacTuyecKnuM OImyXoisiMm
C TIPOMEXYTOIHBIM TTOTSHITNATIOM 3]I0Ka4YeCTBEHHOCTH
OTHOCSIT OMYXOJIM C UH(UIBTPATUBHBIM POCTOM, HO
(bopmupyole MeTacTasbl MEHee YeM B 2% ciiydyaeB, —
9TO0 BblOyXaro1ias aepmMaroudopocapkoma, coiuTapHast
(Gubpo3Hast onyxoJib/TeMaHTMONEePULIMTOMA U BOCIIa-
JmTeabHass MuoguopobIacTiuIecKast oryxoiab. Bropoe
Ha3BaHUE ITOW I'PYIIIIbI OMYXOJIEH — «PEIKO METacTa-
3upyooie» ¢udpodiacTuideckue capkoMnbl. Tucro-
JIOTUYECKOe CTPOCHUE 3TUX OMYyXOJiell He MO3BOJSIET
MpeacKa3aTh BEPOSTHOCTb BO3BHUKHOBEHMSI METACTA30B,
10 3TO¥ MPUYMHE WX TaKKe Ha3bIBAIOT OITyXOJISIMU C
HeomnpeneJeHHbIM (indetermined) uau morpaHUYHbBIM
(borderline) moTeHLIMAIOM 3710KAY€CTBEHHOCTH, HO
TEeM He MeHee OTHOCST K pa3psiay (pudpo01acTUIeCKuX
capkom [18].

HMcrunHbie pubdbpobdiacTuyeckre capkoMbl (BOCEMb
Ho3o0s0rn4eckux opm) 001aaa0T UHPUIBTPATUBHBIM
POCTOM, PEIIMANBUAPYIOT 1 DOPMUPYIOT TeMaTOTCHHBIE
MeTacTasbl B 15—50% cayyaeB. O611asg MATUICTHSIS
BBDKMBAEMOCTb 3THUX OOJBHBIX 3aBUCUT OT MHOTHX
dakTopoB u KosredeTcs ot 36 10 98%.

M3BecTHBI caeayonime KIMHUYECKUE UCXOMIbI
¢udbpodIacTuIecKux capkom: 1) BeI3mopoBiieHHE (OT-
CYTCTBUME KIMHUYECKUX TPU3HAKOB 00JIE3HU B TEUEHUE
SuboJee JieT); 2) peluans (TOBTOPHOE BOSHUKHOBEHUE
OITyXOJIM B MECTE UCCEUEHUST WU CMEXHOI aHATOMU-
YyecKoli 30He); 3) MeTacTaThuuecKasi 00J1e3Hb (TTOSIBIICHUE
OT/IaJIEeHHbIX METACTa30B B JIETKUX, Te€UYeHU, TOJJOBHOM
MO3Te U KOCT$X); 4) cMepTb, 00YCIOBIIEHHAsI IIPOIrpec-
cupoBaHueM 3abosieBaHusl. HerocpeacTBeHHbIMU ITPU-
YUHAMU CMEPTU OOJIbHBIX SIBJISIIOTCSI METACTa3bl CAPKOM
B JIETKUX, TIEYEHU, TOJJOBHOM MO3T€, a TAKXKE MECTHbIE
OCJIOXKHEHMSI, CBSI3aHHbBIE CO CIABJIEHUEM OITyXOJIbIO
BaKHBIX aHATOMUYECKUX CTPYKTYD.

M3BecTHO HECKOIBKO ITPOrHOCTUYECKUX (haKTOPOB,
KOTOpPBIE UMEIOT CTaTUCTUYECKN 3HAUMMYIO CBS3b C
ucxogamu ¢udpodIacTUYECKNX CapKOM. 3HaYyeHue
MPOTHOCTUYECKUX (haKTOPOB HEOAMHAKOBO, HEKOTO-
pble U3 HUX ONpPeAessiioT BOBHUKHOBEHUE PelUINBa
(Jlokanu3alus, HaJu4yue KarcyJibl OIyXoJu, Haluuue
OITyXOJIEBBIX KJIETOK B Kpae pe3eKIIUK), IpYrue BIUsIOT
Ha 4aCTOTY METacTa30B U OOIIYI0 BBKMBAEMOCTh O0JIb-
HbIX (TUCTOJIOTMYECKU A TUIT OITYXOJIU, TUCTOJIOTUYECKast
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CTerneHb 3JI0KaYeCTBEHHOCTH, pa3Mep y3Jja, TyoruHa
PACITOIOKEHMST OITYXOJIHM, HaJTMINe MHBA3HHU COCYIIOB)
[23, 49]. TTpumeyaTesibHO, YTO TaKWE BaXKHbIE MOJIE-
KyJISIpHO-OMo10TM4Yeckue (pakTopbl, KaK 3KCIIPEeCCHUsi
PeryJISITOPHBIX OEJIKOB KJI€TOYHOTo LuKia (p53, p27,
Cyclin E), monexkyn knerouHoit aare3un (CD44, xan-
xepuHbl), arnonto3a (Bcl-2) u anruorenesa (VEGF),
HE CBSI3aHBI ¢ KIMHUYECKUMHU UcxomaMu ¢puodopodac-
TUYECKUX CAPKOM.

HaunGosnee 4yBCTBUTEIbHBIMU MTPOTHOCTUYECKUMU
(hakTOpaMu SIBJSIOTCS TUCTOJOTMYECKUIA (HO30JIOTH-
YECKHUi1) TUM capKOMBbI U TUCTOJIOTUYECKasi CTeTeHb
3joKauecTBeHHOCTU onyxonu [13]. Tucronornueckast
cTeneHb 3j1o0KadecTBeHHOCTU (G) — COBOKYIIHOCTh
MOP®DOJTOTUYECKUX TTPU3HAKOB OIYXOJIH, KaXKIbIi 13
KOTOPBIX CBSI3aH C O0IIel BBIKMBAEMOCTBIO OOJIBHBIX
1 4acToToil MetactazoB. [loHsATHE «TMCTOIOTMYECKAsI
CTeTIeHb 3JI0KaUeCTBEHHOCTU» CIPaBEeIIMBO TOJIBKO
JUJIS1 37T0KaYECTBEHHBIX (pUOPOOIACTUUECKUX OMyXOJIei
(capkoMm), HO He IIPUMEHSIETCS TSI OTTYXOJIEH C TIPOMEIKY -
TOYHBIM MOTEHIIMAJIOM 3JI0KayecTBeHHOCcTH [13, 18].

PetpocnekTuBHbI aHanu3 6osiee yuem 200 cirydyaen
¢ubpocapkoM M3 apxuBa otaesa narojgorun Komaym-
ouiickoro ynusepcuteTa (CILA) 3a nepuon 1906—1948
rojoB no3Bosivi A.P. Stout paznenuts ¢hudpocapkoMbl
Ha BbICOKOoaM( GepeHIIUpOBaHHBIE 1 HU3Koand Ghe-
peHnupoBaHHbie (opMbl [50]. B ocHOBY nmeneHus
OITyXOJIeli BIiepBble ObUTH MOJ0XKEHBI THCTOJIOTMUECKUE
rapaMeTpbl — IVIOTHOCTh KJIETOK, MOJIUMOPGhU3M siiep
U KOJIMYECTBO CTpoMbI. [To3nHee npeaioxxeHHas AByX-
YPOBHEBas cucTeMa ObLila pacipocTpaHeHa naTojoraMmu
Memorial Sloan-Kettering Cancer Center (CIIIA) Ha
BCE 3J10KaYeCTBEHHBIC ME3CHXMMAaTbHBIE OITYXOJIH.
Taknum oOpa3zoM, ObLIN 3a10KEHBI COBpEMEHHBIE TIpe/i-
CTaBJICHUSI O TUCTOJIOTMYECKOM CTENEHHU 3/I0KaYeCTBEH-
HOCTU capkoM. B HacTosiliee BpeMsi THCTOJIOTMYECKYIO
CTeIeHb 3JI0KaYeCTBEHHOCTU (puOPOoOIacCTUUECKUX
CapKOM OIIPENENISIOT TP MUKPOCKOTTMYECKOM MC-
CJIEIOBAaHUU OMYXOJU ¢ Mmomolbio cucteM French
Federation of Cancer Centers (FNCLCC) u National
Cancer Institute (NCI) [13]. CucteMbl BKJIIOYAOT
KOJIMUECTBEHHYIO OLIEHKY (B 0Oajaax) cleayrolnx
napaMeTpoB: 1) creneHb nUddepeHIMPOBKU KIETOK
OITyXOJX; 2) KOJWYECTBO MUTO30B B SIIpax KICTOK
onyxouu; 3) IUIolaab HEKpo3a OnmyXoau. Beiaeasior
BeicokoaupdepeHupoBanHbie (G1) u HU3KoaU G he-
peHuupoBaHHbIe (G2 u G3) pubpobdaacTUIECKUE cap-
KOMBI. [McToIOrnuecKas cTeneHb 3;10Ka4eCTBEHHOCTU
HE 3aBUCHUT OT TMCTOJOIMYECKOTO TUIla CApKOMBbI, a
oIpenensieTcsl MHANBUIYATbHBIMA OCOOCHHOCTSIMU
ee MOp(hOJIOTUH.

WccnepoBanust MOp@OIOTrUM U KIMHUYECKUX UCXO-
0B GpuOpOoOIaCTUYECKUX CapKOM B 70-€ TOIbI ITPOIILIO-
IO CTOJIETHSI TTOKa3aiu, 4To (hubdpocapKoma B3POCIIbIX
MMEET arpecCUBHOE TeUeHUe U HeOJaronpusiTHbIN
MmporHo3 [46]. [1aTuiIeTHSIST BBLKMBAEMOCTb OOJIBHBIX

(pubpocapkomoii cocrasusuia 21—-58%, a MeTacTasbl
OITYXOJIM BO3HMKAJIN 00JIee YeM Y ITOJTOBUHBI OOTBHBIX
B TeueHue 1—2 jeT. CxomHble TaHHbIE ObLIN IMOJIYyYeHbI
Mo3/JHee IS BIUTEIUOUIHON (CKIEPO3UPYIOILIE)
dudbpocapkomsl [5, 33], MukcopudpocapkoMnl [35],
ieoMopdHoil pudpocapkombl [4] 1 3710KaUECTBEH-
HOU BOCMaJIUTENIbHONW MUO(DUOPOOIACTUUECKON OITy-
xos [32] (cM. Tabnuiy). KimmHnyeckne ncxoapl 3TUX
¢GubpobIacTUYECKUX CapKOM B 1I€JIOM ObLIM COMOC-
TaBUMBbI C UX TMCTOJOTMYECKON CTEeTIeHbIO 3JI0Kavyec-
TBEHHOCTH, KOTOpasl OLIEHUBAIACh B paAMKaxX CUCTEMbI
FNCLCC kak G2 u G3. HanpoTuB, KIMHUYECKUE
HUCXOJIbl UH(AHTUIBbHOU (hrOpocapkoMbl, (POPOMUK-
couaHoi capkombl [19], Mmuodubpocapkomsl [37],
MMKCOBOCHAIUTEIbHOU (hMOPOOIaCTUIECKOI CAPKOMBI
[34] 1 pubdpocapkoMbl, BOZHUKAIOIIEH U3 BbIOYXaIOLIei
nepMmatodubpocapkoMsl [1, 36], 6buIM GraronpusT-
HBI — IISTHJIETHSISI BBKMBA€MOCTh OOJTbHBIX COCTABIISIIA
84—98% , MeTacTa3bl BOSHUKAIM MEHEE YeM Y UeTBEPTH
o6onpHBIX TIoce 5—10 jer (cM. Tabnauiy). Kimmanuec-
K1E UCXOMbl 3TUX (PMOPOOIACTUUECKIX CAPKOM TaKKe
OBLIM COTIOCTABUMBI C X TMCTOJIOTUYECKOM CTENEHBIO
3JI0KQYe€CTBEHHOCTH, KOTOpasl OlIeHUBAJIACh B paMKax
cuctembl FNCLCC kak G1.

Takum obGpazom, rpynny GpudpodIaCTUUECKUX
CapKOM MOXHO pa3[eivTh Ha JBE TPYIITBI — BBICO-
KonuddepeHIMPOBAHHBIX CAPKOM (HU3KOI CTETIEHU
3JI0KQY€CTBEHHOCTU) U HU3KOAU(hepeHIMPOBAaHHBIX
CapKoM (BBICOKOW CTEINEeHU 3JI0KaYeCTBEHHOCTH).
Kpurepues pasneneHust nBa, o06a OHU HE3aBUCUMBbI
JIPYT OT Apyra — 3TO KIIMHUYECKUE UCXObl Y TUCTOJIO-
ruJecKas CTereHb 3JT0KAa4eCTBEHHOCTH capKoM. Tem
HEe MeHee HET eNMHOrO0 MHEHHS O TOM, YTO CUMTATh
0JIarONPUSATHBIMM KIIMHUYECKUMU UCXOIaMU BBICOKO-
InddepeHIMPOBaHHBIX GPUOPOOIACTUYECKUX CAPKOM.
B xauecTBe «CTaHIAPTHBIX» MTAPAMETPOB MOXKHO MPU-
HsITh JaHHbIe padotel T. Hanson (2008) [22], B ocHOBY
KOTOPO#1 TIOJIOXKEeH KIMHWYISCKUI aHamu3 36 ciyJaeB
BeicokoauddepenurpoBanHbix (G1) pubpobdiactu-
YeCKMX CAPKOM: TIITUJIETHSISI BBDKMBAEMOCTh OOJTbHBIX
6omee 90%, permauBbl MeHee 4eM Y 33,3% OGONbHBIX,
MeTacTasbl MeHee yeM Y 14,3% GONTbHBIX.
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Fibroblastic sarcomas are a heterogeneous group of tumors that account for about 1% of adult cancers. The group includes
11 low-grade and high-grade tumors located on the extremities and trunk. All tumors composed of neoplastic fibroblasts and
myofibroblasts. Fibroblastic sarcomas are rare and not well studied. Little is known about it histology, genetic, natural history
or optimal treatment. This article summarizes what is known to date about fibroblastic sarcomas, including classification,
epidemiology, approach to diagnosis and outcomes of these tumors.
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