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BocnanurensHas ¢pudpocapkoMa — 3JI0Ka4eCTBEHHAS] ME3€HXMMAJIbHAS OMYX0JIb U3 TPYNIbI (PUOPOOIACTHIECKUX CAPKOM.
IIpuBenenHo onucanne KIMHAKO-MOPGOJOrHIecKnX CBOMCTB MIECTH CIy4aeB BOCHAINTeIbHOI dudpocapkombl. 1o Hammm
JIAHHBIM, OITYXO0JIb IIOPAXKAET CPeIOCTEHHE, MAJIBIIA Ta3 U IIeYeHb Y JIHII B Bo3pacTe oT 12 1o 64 jeT, 00/1agaeT MHGUIBTPATUB-
HBIM POCTOM. PeluiuBpl B MecTe MepBUYHOTO Y312 OIMyXO0JIM BOZHUKIIHN Y ABYX 00JIbHBIX, OTIAJI€HHbIE METACTA3bI — Y YEThIPEX
0osbHbIX. CMepPTh YeThIpex 0OJIbHBIX HACTYNAJA B CPOKHU OT 7 10 14 Mec, mocie yCTaHOBJIEHHS TUATHO3A OMYXO0JIH U ObLIa
CBSI3aHA C MporpeccupoBannem 3a6oesanusi. OmyxoJib NOCTPOeHA U3 HeomwIacTuieckux ¢pudpodaacTos u MuogudpodIacTOB
¢ moMMOP(HBIMY SIIPAMH U BHICOKOI MUTOTHYECKOI AKTUBHOCTHIO. B 0HOM U3 1miecTH ciTyuaeB 00HAPY:KeHA TPAHCJIOKA-
s reHa ALK ¢ BBICOKOIf 3KcnpeccHeii MPoayKTa TpaHCJIoKamuu B MEO(pHOpoOIacTax omyxoud. O0CyKIal0TCsA BONMPOCHI
TUCTOTeHe3a M HO30JI0THIECKOii KiacCu(puKanum BOCHAINTEIbHOI (PUOPOCAPKOMBI.

BBenenmne

BocnanurensHas MuocpudpodaacTuueckast ory-
XOJIb — 3TO OIYXOJIb C HEOTPEAEIEHHBIM (ITPOMEXKYTOU -
HbIM) MOTEHIIMATIOM 3JI0Ka4eCTBEHHOCTH, ITOCTPOEHHAsI
13 HeoTUIaCTHIECKUX (prdpoo61acToB 1 MuopudpoodIac-
TOB, CPEIU KOTOPBIX HAXOASTCS KJIETKH BOCTIATUTEb-
Horo uHduabTpara. OMyXoab UMEeT pa3HyIo JOKaIu-
3alIMI0 — HET HU OJTHOTO OpraHa WM TKaHU, B KOTOPOI
He ObLJI0 Obl MOKAa3aHO Pa3BUTHUSI BOCHAJIUTEIbHON
MmuoguodpobmacTuyeckoii onyxonu [10]. Yare ommyxoiib
pa3BUBaeTCs B JIETKOM, OpbIKeliKe TOHKOW KMIIKHU,
MOYEBOM ITy3bIpe U cpeaocTeHur. OMyxoJb BOZHUKAET
MPEeUuMYIIeCTBEHHO y AeTelt 1 moapocTkoB. [TaToreHes
pa3BUTHUS BOCTIAJIMTEIBLHON MUOGUOPOOIACTUIECKON
OITyXOJIM CBsI3aH C TpaHCIOKALMSIMU TeHa pelenropa
TUPO3MHKMWHA3BI aHaIIacTndecKoil mnmMdombl (ALK)
U BBICOKOI 9KCIIpecCcueil ero XMMepHbBIX MTPOAYKTOB B
KJIETKaX OMyXOJIH.

KnnHuyeckoe TeyeHue BOCIHMAJUTEIbHONW MUO-
(GrOPOOIACTUYECKOI OITyX0IM UMEET pa3HbIi XapaKTep.
Ha onHOM KOHIIe cieKTpa CTOUT MeIJIEHHbIN 9KCIaH-
CUBHBIH POCT y3J1a OITyXOJIU, JUISILIUIACS, TOJ0OHO Ipa-
HyJIeMaTO3HOMY BOCTIAJICHUIO, MeCsSILlaMu, Ha IPYTOM —
OBICTPbITT MHOUIBTPATUBHBINM POCT B OKpYXaloIIne
TKaHU C UX pa3pyllieHUeM U OTJaJeHHbIE METacTa3bl.
[IpenckaszaTh xapakTep pocTa BOCHAJIUTEIbHONW MUO-
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(ubpobacTUUECKOM OMYX0JIU Ha OCHOBE TaHHBIX TMC-
TOJIOTMYECKOTO MUCCJIeIOBAHMSI, 9KCITPECCUU KJIETOUHbBIX
0€JIKOB UJIM OHKOT€HOB HEBO3MOXKHO — BCE MOTBITKU
HaWTU Halle>KHbIe TPOrHOCTUYECKHMEe MapKepbl 3aBep-
LIWJIKCH HeynayaMu |[3].

HavasnbHble 3Tanbl pa3BUTHS OITYXOJIU COMPOBOX-
JIAI0TCH MOTEPE MacChl Teja, JUXOPaaAKON, aHEMUEHA
U TIOBBILLIEHWEM B KPOBU KOHIIEHTpaIlMKU OEJIKOB OCT-
potli (ha3bl BocHajeHUsl, UTO B ONMPENeIEHHOM CMBbICJIE
OIpaBJbIBAET MpUJaraTe/bHOe «BOCMHAINUTEIbHASI» B
Ha3zBaHuU omnyxouu. Ha cienyroniem sTtane pa3BUTHS
OITYyXOJIU TOSIBJISIIOTCSI CUHAPOMBI CIIaBJIEHUSI TEX Op-
raHOB U TKaHEe#, B KOTOPbIX OHA BO3HUKJIA.

JnutenbHoe BpeMsl CUMTaIU, YTO BOCIAIMTeIbHasI
MuoduopodIacTUIecKast Onyxosb sIBJSIETCS 100poKa-
yecTBeHHOH [2, 6]. B aTOM ybexkman aHalmn3 KIMHKA-
YECKMX MCXOJI0B XUPYPIUUECKOTro JIeueHHUsI BOCTaIU-
TeJIbHOW MUODUOPOOIaCTUUECKOM OMYyXO0JU B JIETKOM
1 MOYEBOM ITy3bIpe — TeX MecTax, IJie OHa BCTpevaeTcs
yamie Bcero. OmHako B 1990 . uccnenosatenmu UHc-
TUTYTa MaTojioruu BoopyxeHHbiXx cuil CIIIA (AFIP)
J. Meis u F. Enzinger npuBeiu onucaHue yeTbipex
cllydyaeB BOCTIAJIMTEIbHOU MUOGUOpOOIacTUYECKON
OITyXOJI1 C UH(UIBTPaTUBHBIM POCTOM U ME€TacTa3aMu,
KOTOpbI€ SIBUJIMCH MPUYMHON CcMEpTU OOJbHBIX [7].
st aTUX oryxoJieil ObUT peasIoKeH TEPMUH 0CnalU-
menvHas guopocapkoma, KOTOPbIA, OAHAKO, HE HallleJl
00111eT0 0I00PEHMS CPEeIU MATOJIOTOB.

HeomnpeneneHHOCTh B HO30J10TMYECKOI TPAKTOBKE
BOCHAJIMTEIbHOU (POpPOCAPKOMBI COXpaHSIETCS 10 CUX
nop. Dxcneptbl BO3 paccMaTprBatoT BOCTIAIUTENIbHYIO
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BocnanurenbHast prbpocapkoma: KIMHUKO-MOPHOOIOrMIeCKNi aHATU3 IECTU CITydaeB

¢ubpocapkomMy Kak KpailiHIOIO U OYeHb Y3KYIO 4aCTh
criekTpa 1uddepeHIIMPOBKHA BOCTIATUTEIBHON MHUO-
¢udbpobdIacTuyecKoit onyxou [3]. DTo cBI3aHO, C Of-
HOIi CTOPOHBI, C OTPAaHUYEHHBIM YMCJIOM HAOII0AEHU I
BOCHAJIUTEIbHOU (prOPOCAPKOMBI — B aHTJIOSI3BIYHOMN
JINTepaType NpUBEJIEHO ONUCcCaHKe ABAALATA CEMU CITy-
yaeB. C 1pyroii CTOpOHBI, BOcHaIUTeIbHasI (hrudpocap-
KOMa He MMeeT CIelMOUIeCKNX THCTOJIOTUIECKUX U
MOJIEKYISIPHO-OMOJIOTMYECKUX MPU3HAKOB, KOTOPbIE
OTJIMYaJIM ObI €€ OT BOCITAJIMTEIbHOM MrUoGuOpodIac-
THYEeCKOU ommyxoyn. JIpyras 9acThb MccliemoBaTeIei
CUMTAIOT BOCHAIMUTEIbHYIO (pUOPOCAPKOMY CaMOCTO-
ATeJIbHOU HO30J0rn4YecKoi (popMoOii, a KOJIUYECTBO
cJTydaeB OTMyXOJIM MCKYCCTBEHHO 3aHMXKEeHHBIM [7, 10].
DTO 00BSACHSIETCS TEM, UTO CAydyau BOCMATUTEIbHOMN
(ubpocapkoMbl TPYAHBI IJI1 pyTMHHON Mopdooru-
YECKOM TMAarHOCTUKHU, TPEOYIOT CITeIIMaIbHBIX METOIOB
HCCleOBaHMsI, 1 OOBIYHO MX CKPBIBAIOT MOM MacKoi
JIPYTUX HO30J0Tn4YecKuX (popM. JlarHo3 BocraauTesb-
HO#1 (huOpocapKOMbl OCHOBBIBAETCSI B OOJbIIEH Mepe
Ha OCOOEHHOCTSAX KJIMHUYECKOTO TEYCHMS OITyXOJIH,
a He Ha JaHHBIX MOP(HOJIOTUISCKUX U MOJEKYJISIPHO-
OMOJIOTMYECKUX UCCIeTOBaHMUIT.

B oTedyecTBeHHOI TUTEepaType padOTHI, MOCBSIILICH-
HbIE BOCHAJIUTEIbHOI (prOpocapKoMe, OTCYTCTBYIOT.
B HacTosieii paboTe nmpuBeaeHO KIIMHUKO-MOP(POIIO-
TMYECKOE OMMCaHNe IIeCTH HaOMOAeHUI BOCTIAIMTE b~
HOI1 (pOpoCcCapKOMBIL.

MaTep]/la.]'lbl N METOJbI

HccnenoBaH MaTepua IIECTU BOCHAIUTEIbHBIX
bubpocapkoMm. Marepuran BKIOYaI OIMYXOJU, yaa-
JIEHHbIE BO BpeMs OIepaluii U MOJydyeHHbIe MPU ay-
TOTMCUM yMepllux 00JbHBIX B Poccuiickom HayuHOM
LIEHTPpe PEHTTeHOPAINOJ0T MUH3APABCOILIPA3BUTHS
(4 cydast) u B PoccuiickoM OHKOJIOTUYECKOM HAyYHOM
nentpe uM. H.H. Broxuna PAMH (2 ciydast) B mepuon
¢ 2004 o 2011 r. Cpoku HaOMoAeHU 3a OOJIbHBIMU
cocraBiisuin oT 7 10 14 MecsieB. JluarHo3sl onyxonei
CpPEeIOCTEHMSI, MAJIOTO Ta3a ¥ TIeUeHM ObLITY TTOCTaBJIECHbI
Ha ocHoBe maHHbIX KT- m MPT-nuccnenosanmii. L{n-
TOJIOTMYECKOE MCCIeIOBaHNE MaTeprajia OMOTICHiA He
MO3BOJIAJIO TTIOATBEPAUTD UIW OMPOBEPTHYTh HATUUUST
OITYXOJIEBBIX KJIIETOK HU B OMTHOM ciTydae. [icTomormdec-
KO€ McCceNoBaHNe MaTepyraia MHITM3MOHHBIX OUOTICHiA
He MPOoBOAMJIOCh. Mop(doornueckoe CTpoeHue 1 CTe-
TIeHb 3JI0KaYeCTBEHHOCTH OITyXOJieit ObUTH yCTaHOBJIE-
HBI TOJIBKO 10 pe3yJbTaTaM MCClIeOBaHUs MaTepraa
ayTOTICWI MM MaTepHaia OIyXoJieil, yaaJeHHBIX BO
BpeMs oneparui.

Martepuan omnyxoiu ¢pukcupoBanu B 10% pactBope
¢dopMmanuHa; 3aJMBajiu B IapauH U TOTOBUIM CEPUIi-
HBIE Cpe3bl TOMIMHON 3—4 MKM. Cpe3bl OKpallInBaJiv B
pacTBope TeMaTOKCMJIMHA U 903MHA U MUKPODYKCHHA.
[Tpy UMMYHOTMCTOXUMUUYECKOM HCCIICA0BAHUU ObLIN
HCITOJTb30BAHEBI CIIIYIONTIEe MOHOKITOHATbHBIE AaHTUTETA:
K aHTUreHy puopobactos (KJIoH SBS), necMuHy (KJI0H

D33), aktuHam MbIIeuyHbIX KieTok (ki1oH HHEF35),
0L-aKTUHY TJIaAKKUX MBI (KJIOH 1A4), KaamoHUHY (KJIOH
CALP), H-kannecmony (kj1ioH h-CD), MuoreHuHy (KJI0H
F5D), CD34 (xmon QBEnd10), ALK (xmon ALKI)
(«<DAKO», [danus). Pabouune pa3BeneHus repevuc-
JIEHHBIX aHTUTeJ TTof00paHbl aMnupudecku. CrucremMa
Busyanuzauuu EnVision™ Kits HRP (DAB+) («DAKO»,
Hanus). Mcrionb3oBaH OyhepHbIil pacTBOP IS BEICOKO-
TEMIIepaTypHOTO OTKPHITHSI aHTUTEHHBIX ICTEPMUHAHT B
Kiretkax ormyxonu: 10 MM mmutpat/NaOH, pH 6,0.

Tpancnokainuio reHa ALK B kieTkax ucciaenoBaiu
B MapaMHOBBIX CPe3ax OIMyXOJIU C MOMOIIIbIO (iryopec-
neHTHoU rudpunusauuu in situ (FISH). Mcrionb3oBan
MeueHHBbIH (iryopodopamMu HYKIEOTUIHBIN 30H VYySis
2p23 LST ALK Dual Color («Vysis», CIIIA). 3oH1 conep-
JKUT MOCJIeI0BAaTeIbHOCTh, KOTOpasi TMOPUAU3UPYETCS
¢ 3" 250 kb-yuactkom reHa ALK (opaHXeBblii cUrHa)
u 5 300 kb-yyactkom reHa ALK (3eseHblil curHam)
BOJIM3M TOUKHU pa3pbiBa t(2;5) Ha xpoMocoMme 2p23. [Tpu
OTCYTCTBMU TpaHcJiokaluy reHa ALK B siapax KiieTok
MMeeTCsI ONMMH CITUTHIN XeTBIM CUTHAJ, TIPY HATMIUHT
TpaHCJIOKAIIUY IBa OT/IEIbHbBIX CUTHAJIA — OPaHXKEBbII 1
3eJIeHbIN. YCJIOBUSI MOATOTOBKM Mapa(HOBBIX CPE3OB,
TUOPUAN3AIMY 30HAA, peareHThl U WHTePIPeTAIIUs
CHUTHAJIOB IIPUBEACHBI paHee B padore [4].

PesynsTatsi
Kimmnnyeckue nannbie

JlaHHBIE O MOJie ¥ BO3pacTe OOJIbHBIX, JOKAIMU3AILN
OTIYXOJIM ¥ KIIMHUYECKOM TeUeHUH 3a00JIeBaHMSI TTPUBE-
JeHBI B Tabmie. boibHbBIE — MYXIMHBI M KEHIIWHBI B
Bospacte oT 12 10 64 net. [IpenmyiiiecTBEHHAS JIOKATM-
3a1Ms y371a OITyXOJIM — cpenocTeHre. PelinanBel B MecTe
TIEPBUYHOTO y371a OIYXOJIM BO3HUKIIN Y JABYX OOJIbHBIX,
OTJaJeHHbIC METACTa3bl — Y YEThIPEX OOJIbHBIX. Y 00JIb-
HBIX C OTYXOJIbIO MAJIOTO Ta3a M TeUeHU MPOU3BEIEHO
XUPYpruyeckoe yaajieHue y3J0B OITyxoJieil, 00e O0JIbHbIE
JKVMBBI K MOMEHTY MCCJICIOBaHMSI. BOJIbHBIE ¢ OITyXOJIsSIMU
CpeIOoCTeHUsI TPU3HAHBI HeOoTTepadeTbHBIMU, M TTPOBO-
JIAJIACh JIyueBasi Teparus U XUuMUOTepanusi. OTH O0JIbHbIE
YMEpJIM OT COMATMUYECKNX OCIOXKHEHUM, CBI3aHHBIX C
POCTOM OTTYXOJT!; IPUUMHAMU CMEPTH OOJTbHBIX SIBIISTHCH
oYaroBble MTHEBMOHUM (2 ciyyast), TPOMOO3 BepXHei
TIOJION BEHBI U aIMMEHTapHasT KaXeKCHsl, CBSI3aHHas C
5PO3UBHO-SI3BEHHBIM CTOMATUTOM 1 230(haruToM.

Buemnumii Buja omyxouiei

O1yXoJu TIpeICTaBIeHBI y3IaMU COJIMIHOTO CTPO-
eHUs fuaMeTpoM 7—12 cM WJIv IOCTPOEHBI U3 HECKOJIb-
KWX CIMBAIOIIMXCS y3J0B MEHBIIEro pa3Mepa. TkaHb
Y3JI0B TOMOT€HHOTO BUIa, MATKO-3JIACTUIHOM KOHCHUC-
TEHIINH, CEPO-PO30BOTro 11BeTa. OMyXOJIeBbIC Y3IbI UME-
0T YETKYIO TPaHUILYy C OKPYXKAIOIIMMU TKaHIMU. Pubd-
pO3Has IceBIOKarcyJia y3J10B YaCTUIHO chOpMUpPOBaHa
B OITyXOJISIX MAJIOTO Ta3a M MeYeHu 1 He chopMUpoBaHa
B OMyxoJisix cpefpocteHus (puc. 1 a—e).
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CapKOMBI MSITKMX TKaHEe

Puc. 1 Bocnanurenbnas (pudpocapkoMa: BHEIIHHIA BH OIyXO0JI€ii.

a— M, 17 neT, onyxoJjib BEpXHEro cpeoCTeHUs (B LIEHTPE);

0 — M, 25 nieT, onyxoJib JIEBOro reMuTopakca (cjiesa), caaBjieHue BepXHel 101 JIEBOTO JIErKoro (crpana);

B — M, 40 neT, omyXoJb IepeHero cpeaocTeHrs (YIaaeH TpPyInHO-peOepHBIN TPEYTOMbHUK), CAaBJICHNE COCYIOB CEPIIIa;
r — M, 64 rona, oryxoJib 3aIHEr0 CpeIOCTEHMs, CAABIEHE OPOHXOB;

1 — 2K, 25 net, ynaneHHast OIyxoJib MaJloro Tasa;

e — K, 12 net, reMurenaTaKToMuUsl, OITYXOJIEBBIN y3eJ B PaBOil JOIU TIEYCHU.
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BocnanurenbHast prbpocapkoma: KIMHUKO-MOPHOOIOrMIecKNit aHATN3 IECTU CITyJyaeB

Tucronoruyeckoe CTpoeHue Ol'l)’XOJIeﬁ

Tkanb BocniauTeibHOM (prOpPOCcapKOMBbI TOCTPpOEHA
U3 BepeTeHooOpa3HbIX (hMdbpobacToB 1 MUOPHUOPOO-
JIaCTOB C OUIOJIIPHBIMU OTPOCTKAMU M OBaJbHBIMU
SApaMu ¢ MEJIKWMMU sapbllikamMu (puc. 2 a). Muto-
TUYecKasi akTUBHOCTb MUO(GUOPOOIaCTOB yMepeHHast
U BbicoKasi: oT 4 10 12 ¢uryp Mmuto3os B 10 mossx
3peHus npu ypenmueHuu x400. Cpeagu Mruodpuopoo-
JIaCTOB OOHApy>XeHbI (POPMBI C KPYTIJIBIMU MY3bIPbKO-
BUJIHBIMU siIpaMU (HEMpOHOIOa00HbIe KIIETKU) (pucC.
2 0), CerMEHTUPOBAHHBIMU SiApaMu (KJIeTKU BUIa
Puna-IlITepu6epra) (puc. 2 B) 1 padaouaHoit Mmopdo-
sorueit (puc. 2 ). PubpobracTel 1 MUODUOPOOTACTEI
OIyX0JIU (POPMUPOBAJIU TIPSIMbIE U TTeperieTaloecs
(BUI «€JIOUKM») TTYUYKU CPeIU KOJIJIAreHOBOM CTPOMBI.
B ctpome onyxosin — «BociaauTeNbHbI» MH(MWIBTPAT,
MpeAcTaBJIeHHbI JIeKoLMTaMu, TMM(bOLIMTAMMU, T1J1a3-
MaTUYeCKMMMU KiieTkamu. B yactu ciiyyaeB cchopMupo-
BaHbl peakKTUBHbBIE JUMMOUIHbIE (hOUTUKYIbI. Ouaru
HeKpo3a 00HapyKeHbI TOJIBKO B OJIHOU BOCHAIUTETHHOMN
dubpocapkome, UX TUIONIANb COCTaBIIsIa MeHee 5%
TKaHu omnyxohu (puc. 2 n). Bce onyxonu nHGUIb-
TPUPOBAIU KUPOBYIO KJIETYATKY CPEOCTEHUsI, TKaHb
JIETKOTO, TIeYeHU WJIM aJBEHTULIMAIbHYIO 000JIOUKY
KPYITHBIX COCYIIOB.

CtpyKTypa oryxoJjieii B MeTacTa3ax B LIeJIOM COOT-
BETCTBOBaJIa TAKOBOI B MEPBUYHBIX y3jax. Omyxonu
CpeloCTeHUs U MeYeHU pa3BUBAIUCH KaK BOCMaIv-
TeJibHbIe (hubdpocapkoMbl de novo. OIyxojb Majaoro
Ta3za BO3HMKJA KaK Kjaccuueckasi BocTiaJuTe/bHas
MuopubdpobIacTUUecKasi ornyxojb M Mocje ABYX pe-
LIMAMBOB MpUobOpesia MOPPOJIOTHI0 BOCTATUTEIbHOMN
¢ubpocapkombl U cchopMupoBaja MeTacTas.

CrnenpajibHble METO/IbI HCCJIEOBAHUS

ITpu UMMyHOMOP(}OJIOTUIECKOM HUCCIETOBAaHUMU B
MuopuopobdIacTax BOCMAIUTENIbHBIX (rudpocapKom
Obl1a OOHapyXeHa dKcTpeccusi BuMeHTHHa (5/5), Kani-
noHuHa (5/5), ITagKOMBIIIEYHOT0 aKThHa (3/5), necMu-
Ha (1/5) u ALKI (1/5). Munexc nponudepanuu omny-
XOJIeBBIX KJIeTOK (110 akcrpeccun Ki-67, xiton MIB-1)
cocrasssut ot 10 o 25%.

ITpu FISH uccnenoBanuu obHapyxeHa TpaHC-
Jokanusi reHa ALK onHOM ciiydyae BocnaauTesbHOMU
¢ubpocapkombl (M/17 net) (puc. 2 e).

OO0cyxkaeHue pe3y/isTaToB

[1epBoe onucanue BocmaanTeIbHO MuouOpodIac-
TUYECKOU OITyXOJIM B JIETKOM OBLTO CIIeJIaHO aMepUKaH-
ckumu ntatoioromMmu W, Umiker n A. Iverson B 1954 . [9].
[No3mHEe cXOmHBIE TIO CTPOSHMIO OITYXOJIM OBLITI OOHA-
PYXEHBI B CTEHKE MOYEBOTO ITy3bIPsI, OpbIKEKe TOHKOM
KWIIIKW, CaJTbHUKE, CPEIOCTEeHUN U MATKUX TKaHSIX
KOHeuHocTel. JnuTeapHoe BpeMs CYIIecTBOBAIN
COMHEHUs B KJIOHAJTbHOM XapaKTepe BOCITAUTEIbHOMN
MUODUOPOOJIACTUUECKON OIyXO0JU, U MO3TOMY Yalle

HCITOJIb30BaJIi TEPMUHBI «BOCTIAJIMTEIbHAS TICEBIO-
OITyXOJIb» U «IJIa3MOKJIETOYHAs TpaHyireMma». Kpome
TJIAa3MOKJICTOYHOM TpaHyJIeMbl, ObLTA BBIIEICHBI eI
TPY BapraHTa CTPOCHUSI OITyXOJIU — OPTaHU3YIOIIAsCS
ITHEBMOHMST, (DUOPOTUCTHOLMUTAPHBII THTT U BOCTIATHA -
TeJbHast ¢pudbpocapkoMa [6, 7]. HecMoTpst Ha TO 4TO B
OITYXOJIN TIpe0bIagaeT KaKoi-TO OIMH TUCTOJIOTHYEC-
KW THIT, BCE 3TU BapUAHTBI CTPOSHUSI MOXKHO YBUIIETh
B OJTHOM ITpenapate. MHOTOJIMKOCTb MOP(OIOTMIECKOM
KapTUHBI U HEOIIpeIeJIeHHOCTh KPUTEPUEB MOP(DOII0-
TMYECKOI TMAarHOCTUKH OITyXOJIW IIPUBEIIA K TOMY, 4TO
TEePMUH «BOCIIaJIUTeIbHAasS MUOPUOpobIacTUIECKas
OITyXOJTb (BOCTIAJTUTENIbHAS TICEBIOOITYXO0Ib)» TIpeBpa-
TUJICS B COOMpaTeNIbHOE IMTOHSTHE IJIST pa3HbIX 110 3THO-
JIOTUM ¥ HE IMETOIITNX MEXIY COO0M MaToreHeTMIeCKIX
CBsi3eii mpolreccoB. K HUM OTHOCWIIN BOCTIAIMTETbHBIE
rpaHyJieMbl, BO3OYIUTEISIMHA KOTOPBIX SIBJISIITUCH Myco-
bacterium avium intracellulare, ckneposupytonue IgG4-
3aBUCHUMBIE ITPOIIECCHI B 3a0PIOIITMHHOM IIPOCTPAHCTBE
U CPEIOCTEHUH, OITYXOJIM CeJIe3eHKH!, TIOCTPOCHHBIE 13
(hoIUTMKYASIPHBIX AEHIAPUTHBIX KIIETOK M MHAYIIMPOBaH-
HbIe BUpycoM DmiurteiiHa-bapp, oco0yro popmy rumep-
TJ1a31 M JIMMMaTHIeCKUX Y3JI0B U, HAKOHEIl, ICTUHHBIE
oryxoau u3 ¢uopodsacToB 1 MuopuopodsacTos [1].
[MopakeHre MHOTHX OpraHOB, pa3HbII BO3pacT OOJIb-
HBIX, MHOTOOOpa3ne KIIMHNIEeCKOTO TeUCHMS 1 UCXOI0B
He BHOCWJIM SICHOCTHU B TIPOOJIEMY TPAKTOBKHU HO30J10-
TMU: OITyXOJIb WJIM BOCITAJIUTEIbHBIN TIporecc?
KnoHanbHBIN XapakKTep BOCTAJIUTEIbHOM MUO-
(pmbdpobTacTIIECKOI OITyX0JTM OBUT TOKa3aH B pe3y/IbTa-
T€ LIMTOTeHEeTUYEeCKUX cclieqoBaHuii [§]. YcranosieHo,
YTO B TATOTEHEe3¢ OIYXOJW BaKHOE 3HaYeHHE MMeeT
TeH pellenTopa THPO3MHKWHA3Bl aHATIaCTUIECKOMN
gumdombl (ALK), pacnosioxXeHHbIli Ha KOPOTKOM
ieye XpoMocoMhl 2 (2p23). Tpancnokamuu reHa ALK,
camasi yacrasi u3 Kotopbix t(2; 5), ObLIM OOHaApYyKEHbI B
35—-60% BoCaMTETbHBIX MUO(PUOPOOIACTUICCKIX
ormyxoseii [4, 8]. O6HapyxeHue TpaHcmokauuii reHa ALK
1 UX TIPOAYKTOB C TIOMOIIBIO METOIOB MOJIEKYISIPHOM
reHetuku (FISH, PCR) u umMmyHorucroxumuu (aHTU-
teso ALK1) crano npoOHbIM KaMHEM, C MOMOIIbIO KO-
TOPOTO YIAJIOCH PA3[eINTh UICTUHHBIC BOCTIAJINTETbHBIC
MHOGUOPOOIACTUIESCKIE OIMYXOJIM M HE-OITyXOJIeBhIE
TIPOIIECCHI, CXOMHBIE TT0 MOPMOJIOTUN U KITMHUYECKIM
Mpr3HakKaM. MICTOYHMKOM pa3BUTHUS 3TUX OITyXOJIeit
CUMTAOT HeandhepeHIIMPOBAaHHBIE Me3eHXUMAaJIbHBIE
KJIETKH 3a0pIOIIMHHOTO MPOCTPAHCTBA M CPEIOCTEHUSI,
(pnbpobaacThl BUCLIEpaIbHOM MJIEBPHI JIETKOTO, COOC-
TBEHHOW TIJITACTUHKM CIU3UCTONM O0OJIOYKMA MOYEBOTO
My3bIps U haclMii CKeJETHbBIX MbILIII [3].
[IpenmosioskeHNe O TOM, UTO CYIIECTBYET 3JI0Ka-
YyeCcTBeHHasl BOCIIaJnUTeIbHass MuopuoOpobdiIacTuyec-
Kasi OIyXoJib, ObLIO caejaHo B padote [7]. U3yuus
B OOIIe# CIOXHOCTU ABEHAAIaTh BOCITAJINTEIbHBIX
MUOGUOPOOIACTUUECKUX OMYXO0Jel, aBTOPbl BbIAE-
JIWJTA B CAMOCTOSITEJTBHYIO TPYIIITY YeThIPe OITYyXOJIH C
MeTacTa3aMU B JIETKHMX M TOJIOBHOM Mo3re. Bee ormyxomm
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Puc. 2. BocnammreabHas ¢puoOpocapkoMa: rHCTOIOTHYECKOE CTPoeHHe onyxo/iu. OKpanBanie reMaTOKCHIMHOM 1 303UHOM. YB. x400.
a — BepeTeHoo0pa3Hbie MHO(MUOPOOIACTDI, OBAJIBHBIE THIIEPXPOMHbIE SIPA, MUTO3bI B SIPAX KJIETOK, BBICOKAsH IJIOTHOCTh KJIETOK B
My4YKax;

0 — MuO(UOPOGIACTDI C OBATBHBIMHU SAPAMH C SAPHIIKAMH, HEPOHONOIO0HDBIE KIIETKH;

B — MHO(GUOPOOIACTBI C OBAJBHBIMH SIIPAMH C SAPHINIKAMH, B YACTH KJIETOK 303WHO(DWIbHAS IHUTOIIA3MA, SAPA PACHOJIOKEHbI
3KCUEHTPUYHO;

I — B IIEHTPe Npenapara IByXbsanepHas Kietka suna Puna-IlItepuoepra;

Il — KOATYJISIMOHHBIA HEKPO3 KJIETOK OIMyXO.IH;

e — TpaHcJjokanus rena ALK B Ki1eTkax onyxo.iu, iBa pa3aesibHbIX CHTHAA (OPAHXKEBDIil U 3eJIeHblil) IPY THOPUAN3AINH HYKJIEOTHHOTO
30H/1a C sApaMu HeomiacTnaeckux muopuopodaacros (FISH)
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BocnanurenbHast prbpocapkoma: KIMHUKO-MOPHOOIOrMIecKNit aHATN3 IECTU CITyJyaeB

JIOKQJIM30BAIMCh B OpbIKEMKE TOHKOW KUWIIKWA WIU B
3a0pIOIIMHHOM TPOCTPAHCTBE, MPEACTABISAS, TAKUM
00pa3oM, «abJIOMUHAJIbHBIN» BapuaHT omyxonu. Jist
HUX ITPEUTOXKIIIA TEPMIUH «BOCTIAJTATETbHAs (hrubpocap-
KOMay», KOTOPHIN B HaJIbHEHIIIEM pacpOCTPaHWIN Ha
BocHaJuTeIbHbIe MUOGDUOPOOIACTUUECKHE OITYXOJIU C
WHOWIETPAaTUBHBIM POCTOM U /WJIM MeTacTa3aMM, BHE
3aBUCHMOCTH OT UX JIOKATU3AIINH.

Bonee kpymmHOE KIIMHUKO-MOPMOJIOTHIECKOE HUC-
cienoBaHue ObL10 npoBeneHo C. Coffin B 1995 1. [2].
PabGota Bkitouasia 84 HabJ0AeHUST BOCTIAJIMTENLHOMN
M1OoGUOPOOIACTUIECKON OITyXOJIH, TIPU TOM He ObLIN
OITMCaHBI CIyJan ¢ MeTacTazaMu. BbUT clenaH BBIBOI
0 TOM, UTO BocHajuTeabHast MuoduopodaacTuueckast
OITyXOJIb — 3TO TOOpOKavYeCTBEHHAs OIyX0Jib, a CITydan
3JI0KaYECTBEHHOTO TeYeHUST ITPEIICTABIISIIOT COO0M JTMO0
TpaHchopmaluoo («ieaudhepeHIIMPOBKY») OMyX0au
TTOCJIe HECKOJIBKUX PELIMINBOB B (DOPOOIACTIIECKYIO
capkoMmy, MO0 MYJBTUILIEHTPUYHBIN POCT OMYXOJIHN B
JIBYX opraHax. BriocjaencTBum 3Ty TOUKY 3peHUS TIPH-
Hsum kcnepthl BO3 [3].

K 2010 1. 0111 oncaHbl 27 ciaydaeB BOCIIAJIUTEI b~
HOI MHO(PUOPOOIACTIIESCKOM OITyXOJIN C MeTaCTa3aMU.
BonbHBIE — MYKYMHBI M 3KEHITUHBI B BO3pacTe OT 5 10
79 net; Bo3pacT 75% 6GoabHbBIX 10—16 neT. IIpeobna-
JlaJTv HaOJTIOMEeHUS C JIOKAIM3alrelt TIepBUYHOTO y3j1a
OITYXOJIN B 3a0PIOIITMHHOM TIPOCTPAHCTBE M OpbIKEIKe
TOHKOM KWIIIKM M B JIeTKOM. MeTtacTa3bl OOHapyXKH-
BaJii, ¢ yObIBAIOILEld YaCTOTOM, B JIETKUX, IIEYCHU,
TOJIOBHOM MO3Te M KOCTHOM Mo3re. BpeMst mosiBieHust
METacTa30B COCTABIISIIIO OT OJHOTO Mecsiia 10 9 JieT.
HemnocpencTBeHHBbIE MPUYMHBI CMEPTH 3TUX OOJIBHBIX
He aHAJIM3UPOBATUCh. TaKUM 00pa3oM, ObLITO TOKa3aHO
CYIIIECTBOBAHUE 3JIOKAYECTBEHHOU BOCIIAJIUTEIbHOMN
MUoduOpodIacTUUECKO onmyxoau (BocraauTeIbHON
(pmbpocapKoMBI) KaK CaMOCTOSITETbHON HO30JI0THYeC-
KO (hopMBI.

PerpocnieKTHBHBIN aHAN3 CBOMCTB BOCITATATEIb-
HBIX (hMOPOCAPKOM TTO3BOJIVII BHIIEIUTh HECKOJIBKO
001X, HO HE CeUMMUYHBIX U1 HUX TTPU3HAKOB |35,
7, 10]. K ux uuciay oTHocsITCS:

1) nnameTp y31a omyxoJim 0oJjiee 8 cMm;

2) «aTUN4YHas» MOPMOJIOTUST OMYXOJIU — BbICOKAsI
IJIOTHOCTDh KJIETOK B ITy4Kax, aTUIIHS siiep, (UTYPhI
MuTO30B (6onee 4 B 10 mmossax 3penust, x400), Hammuue
HEeMPOHOMOIOOHBIX M ABYXbSIACPHBIX MUOPUOpOoLIac-
TOB, OYaru HEKpo3a;

3) aHeyIIoM NS KJIETOK OITyXOJIN;

4) MHOUIBTPATUBHBIM POCT OMYXOJM HAa TPaHULIE C
HOPMaJIbHOM TKaHbIO;

5). aKcrpeccHsl B HEOIJIaCTUUYeCKUX MUODUOPOO-
JlacTax Oenka p53;

6). orcyTcTBHE TpaHCIOKauy reHa ALK v tpanc-
Jiokanusi ¢ hopMUpoBaHUM xumepHoro reHa ALK-cys-
teinil-tRNA (CARS).

[pyrITa u3 1recTr HaIMX CTy4YaeB B IIEJIOM ITOITBEPXK-
JIaeT 3TU 3aKOHOMEPHOCTHU (cM. Tabuity). HeoObuHbIM
CBOMCTBOM SIBJISIETCSI JIOKQIU3alUs TIEPBUYHOTO y3/a
OIyX0JI1 B cpeaocTeHuM (y 4yeTbipex 00JbHbIX). Bce
cllyyard cMepTH OOJIbHBIX CBSI3aHbI C MPOrpeccupoBa-
HUEM 3a00JIeBaHUsI — POCTOM y3J1a OIyXOJIU U CUHAPO-
MaMU cliaBjieHUst opraHoB cpenocteHus. [1pu aHanuse
KIMHUYECKUX M MOP(OJIOTUYECKUX TaHHBIX HAMU HE
YCTaHOBJIEHbI MOP(OIOrnyecKre Mpu3Haku BocIia-
JINTEbHON (hruOpocapkoMbl (MCClIelOBaHbl TUAMETP
OITyXOJIEBOTO y3Jla, MOJIUMOP(DU3M s1ep, KOTUIECTBO
MMTO30B, HAJIMYME OYaroB HEKPO3a, HAJTUUUE SKCIIpec-
cum Ki-67 u ALK1), koTopble MMeIn ObI 3HAYUMYIO
KOPPEJISILIMIO C YaCTOTOM PELIUIMBOB U MOSIBJIEHUEM Me-
TacTa30B ATOM OMYXOJIU. 3aperMCTPUPOBAHbI Ba CJIydasi
¢ peuuarBamu onyxosu. KinmHuko-mopdosornueckuit
aHaJIu3 PELUIUBOB BOCHAIUTENbHOU (hUOpOCapKOMBbI
TpyaeH. [IpakTrka moKa3pIBaeT 4TO IO Mepe YBEJH-
YeHMS KOJMYECTBA PEILIUANBOB BOCITAIUTEIbHAS MUO-

Ta6muua. BocnaaureabHas ¢puodpocapkoMa: KIMHHYECKHE TAHHbIE HIECTH HAOIIOAEHHIT OIyX0JIH

[Ton/ Jlokanuzauus Pazmepnt Peuunusel, Knunnueckuii
MertacTa3sbl
Bospact OITyXOJIH y31a BpeMst HUCXOM
M/17 BEpXHEE CPEOCTEHUE, 9x8 cM 1, 3 Mmec mocae HET cMepTh uepes 11 mec,
BpacTaHUe B TPYAUHY JIy4eBOM Teparuu ITHEBMOHMS
M/25 JIeBBIIf TEeMUTOPAKC, 8x6 cMm HeT MpaBoe JIETKOE CMepTh uepes 8 mec,
cIaBJIeHNE JIEBOTO JIETKOTO ITHEBMOHMUS
U JIETOYHOH apTepuu
M/40 nepenHee CpeoCTeHUE, 12x10cm | HeT JIeTKure cMepTh uepes 14 mec, TpoMO
CIIaBJIEHNE COCYI0B Cepiia BIIB
M/64 3ajJiHee CpeloCTeHNeE, 10x8 cm HeT HeT cMepTh uepes 7 Mec,
ciaBiieHre OPOHXOB KaxeKcus
XK/25 MaJiblii Ta3, BpacTaHue 6x5 cm 2,8u 15 mec neyeHb >K1Ba 8§ Mec moce ynaaeHust
B MOYEBOI IMy3bIpb rocJjie ucceyeHust y3J10B
y31a
X/12 npasasi 10J1s1 TIeYeHU 7x6 cM HeT paBoe JIeTKOe X1Ba 6 Mec 1ocJe
TeMUTENaTIKTOMUM
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¢ubpobiacTuuecKast OIyxoJb 3BOJTIOLUOHUPYET OT
MOP(OJIOrMHU KJIACCUUECKOTO (PUOPOruCTUOLUTAPHOIO
BapyaHTa 1 IJ1a3MOKJIETOYHOM TpaHyIeMbl K CTPOSHUIO
BbIcOKOAU(DhEepeHLIMPpOBaHHOU (prubOpobdIacTuIecKoi
(MuopubpodaactTuyeckoit) capkombl. [1o 3Toii mpu-
YUHE B 3THUX CJIy4asx TPYIHO CKa3aTh, KaK BO3ZHUKAET
BOCIaIMTeIbHas (pudpocapkoMa: de novo WiIn IMyTeM
TpaHcdopMaLy 13 T0OPOKaYECTBEHHOM BOCIIAIATE b~
HOII MUO(pHUOPOOIACTUYECKOI OITYyXOJIN.

Hamu He oOHapykeHa B OOIBIIMHCTBE CITyJaeB BOC-
MajJuTesIbHbIX hudpocapkomM TpaHcaokaluu reHa ALK
U MOBBIIIEHHOH 3KcIpeccuu ero nmpoaykros (ALK1) B
LIUTOIUIa3Me HeoIlacTUIecKnX ¢pubdpodaacToB. JaH-
HBIE JIUTEPATYPhI TOBOPSIT O TOM, YTO TPAHCIOKAIIMHU
reHa ALK HaGaiomamTcsi, 1o pa3HbIM OLlEHKaM, B
35—-60% BocHmaMMTEILHBIX MUO(PUOPOOIACTUICCKIX
OIYXOJIEH, Yallle y IETEU 1 TTOJAPOCTKOB C JTOKAIM3ALMEN
y371a BJierkoM [4, 8]. Tpancnokanuu reHa ALK He ObL
00HapYXeHBI B OIMCAHHBIX B IUTEPATypeE CIIydassx BOC-
MaJTUTETLHBIX (hHOPOCAPKOM, UTO TTO3BOJISIET TOBOPUTH
0 TOM, UTO BocHajuTeabHasi MuopuopodiacTuuecKas
OITyXOJIb U BOCTIAJIUTENIbHAsT (hrbpocapKoMa — pa3HbIe
Ho3oJiornueckue ¢popmai [10].

Bormnpoc o croco6e jeyeHUs1 BOCMaJUTEIbHbIX
pubpocapkoM ocTaeTcsT OTKPBITHIM. XUPYPTHUECKOe
HMCCEeUeHME y3J1a OITYXOJIM SIBIISIETCSI METOIOM BBEIOOPA.
MNHOUIBTpaTUBHBINM POCT OIYXOJIW B CPEIOCTCHUM U
3a0pIOIIMHHOM TIPOCTPAHCTBE HE ITO3BOJISIET, B CHITY
TeXHUYECKHUX NMPUYNH, BBIITOJHUTH PaIUKaIbHYIO
orepanuio. Yactora peliMIMBOB BOCTTATUTEILHON MO~
$ubpoOIaCTUUECKOM OITYXOJIM COCTABIISAET 0KOJI0 25%,
a JUTS BOCITAJIUTETbHOM (prOPOCapKOMBI 3TOT ITOKa3a-
TeJIb, BUAMMO, BhIIIe. [ToTeHIIMa bHass BO3MOXHOCTD
Pa3BUTHUS METACTA30B 1 OBICTPBIN POCT OITYXOJIU IEJTAt0T
HEOOXOMMMBIM KOMOMHUPOBAHHBIN TTOIX0A coYeTa-
HUS JIy4eBOM Tepali M XUMUOTeparu. Pe3ybraTel
HEYIOBJIETBOPUTEIIBHBI, CPETHSIS TTPOIOJIKUTEIIBHOCTD

>KM3HM TaKUX OOJIBHBIX ITOCTIe YCTAaHOBJICHU S IUAarHO3a
HE IMPEBLIIACT, IO pa3HbIM JaHHBIM, ITOJIyTOpPa JICT.
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INFLAMMATORY FIBROSARCOMA: A CLINICOPATHOLOGIC

STUDY OF 6 CASES
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Inflammatory fibrosarcoma is very uncommon low grade myofibroblastic tumor. We report the pathologic features of inflam-
matory fibrosarcoma and outcomes of the 6 patients. The age ranged from 12 to 64 years; 3 patients were younger than 25
year. The diagnosis of inflammatory fibrosarcoma was made by autopsy in 4 patients. 2 patients had local recurrences and 4
patients had distant metastases. Follow-up showed the death of 4 patients during 7—14 month after diagnosis. The tumors were
7—12 cm; sites included the mediastinum (4 patients), pelvis and liver. All tumors showed predominantly the hypercellularity
and atypical cytologic features of inflammatory myofibroblastic tumor, however, areas of nuclear enlargement and necrosis
were identified. Immunohistochemically, cytoplasmic ALK1 reactivity was seen only in 1 patient. The ALK rearrangement
was confirmed by FISH in same case.
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