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B cmamve npusodumcs onucanue pedkoii 310K avecmeeHHoOl ONYXoau — AAb8eONAPHOU MALKOMKAHHOU capkombl. Onyxons 10KAAU30844ACH
6 napagapuHeeanrbHoM NPOCMpancmee, Ovlaa 8visieAeHA HA (oHe bepeMeHHOCIU.

Asmoput npueoosam danHvle AUMePamypbl 0 KAUHUYECKUX NPOSGACHUSIX IM020 3a001€8aHUsl, 0COOEHHOCMSIX MOPPON0UHECKOU OUACHOCTU-
KU u aeuebHoil maxkmuke. B onucannom Habao0eHuu aKyeHmupyemcs GHUMAHUe Ha CA0NCHOCMAX OUAZHOCMUKU, NPedonepayuoHHoi noo-

20MOBKU U ONePAMUBHOL MEXHUKE.

Karoueguvie caoea: aANbBeoNAPHAA MACKOMKAHHAA capKoma, napad}apuﬂeeaﬂbﬂoe npocmpaHcmeo

Arrare case of alveolar sarcoma of the parapharyngeal space

E.N. Novozhilova, A.P. Fedotov, V.N. Grinevich, V.I. Kozlov, I.V. Kuzmin
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The paper describes the rare malignancy alveolar soft tissue sarcoma. The tumor was located in the parapharyngeal space; it was detected

during pregnancy.

The authors give the data available in the literature on the clinical manifestations of this disease, the specific features of morphological dia-
gnosis, and treatment policy. The described case focuses on the complexities of diagnosis and preoperative preparation and surgical techniques.
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3JI0Ka4eCTBEHHbIE OIYXOJIM MSITKMX TKaHEW COCTABJISI-
1ot 0,5—1,5% Bcex 3710KaueCTBEHHBIX HOBOOOPa30BaHUI
y B3pOCIIBIX, B JIETCKOM BO3pacTe MX 4acTOTa JOCTUracT
6,5%. boapmmHCcTBO 3a60JeBmUX (0K010 70 %) — 310
nmna 30—60 net [1-3].

CapkoMbl MSITKUX TKaHei BKIouyaroT 6ojee 30 Mop-
¢onormyeckux TUMOB OIyxojeil. B rucromornyeckom
OTHOIIICHUY OHU MMEIOT ME3eHXMMAaJIbHOE WM HeMpo-
SKTOJIEPMAJIbHOE MPOUCXOXICHUE (M3 Me30JepPMalIbHbIX
TKaHell KoHeyHocTeil — 50 %, Ty/loBMINA U 3a0pIOIIMH-
Horo npoctpaHcTBa — 40 %, rojiossl 1 1ien — 10 %).

AnbBeonsipHas MIrkoTKaHHast capkoma (AMC) — ato
OYEHb PEIKUIA BUI MSATKOTKAHHOW CApKOMBbI — MEIJICHHO
pacTyiiee 3JI0Ka4eCTBEHHOEe HOBOOOPa30BaHUE HEM3BECT-
HOTO IPOMCXOXIeHMsl. MenraHa Bo3pacra 3a00JIeBIINX
cocTapJsieT 26 JieT, 0OJIBIIMHCTBO MaureHTOB (56 %) Mojioxe
30 sret [4—6]. AMC GbLia BriepBble onmcada B 1952 . marto-
noroM B.M. Kpuctopepconom (W.M. Christopherson).
B ureparype, Kak ipaBUIIO, BCTPEYalOTCsl GAMHUYHBIE OITH-
caHus OOJIBHBIX € 3TOi ormyxoJiblo. Hanbonee KpymHbIe uc-
cienoBaHus ipoBeneHbl B Memorial Sloan-Kettering Cancer
Center, rae 3a 40 ner npoaHaausupoBaHo 102 maiueHTa
¢ AMC, Anderson Cancer Center ¢ 1959 o 1998 r. npuBoaut
naHHble o 70 manmeHTax, Japanese Musculoskeletal Oncology
Group uccienoBaja rpymniy U3 57 00abHbIX 3a 20-JeTHUI
niepuon [6—9].
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AMC xapakTepusyeTcsi OTHOCUTEIBHO MeIIeHHBIM
pocToM (10 5—7 AeT) u HauboJIee YaCTO TUAarHOCTUPYETCS
Ha MO3AHUX cTaausx. Ha MOMEHT MoCTaHOBKM AUarHo3a
10 30 % malueHTOB MMEIOT METAacTa3bl B JIETKUE U TOJIOB-
Hoi1 Mo3r [2, 9].

Mopdonornuecku AMC cOCTOUT U3 OIMHAKOBBIX
KPYITHBIX 3MUTEIUOUIHBIX KIETOK ¢ OOMIBHOM 303UHO-
(bUBbHOI rpaHyIapHOI IIUTOIIa3MOM, PaCIIOJIararoInXCs
B BUIIE THE3 U/WUJIU aJlbBEOJSIPHBIX CTPYKTYD, pa3aeacH-
HBIX MeXAYy co00il COeIMHUTENBbHON TKaHbIO C CUHYCOU-
JaJbHBIMM COCYIMCTBIMU KaHajaMM, OTCIOJa M Ha3Ba-
HHUE — <«ajJbBeosIpHbIe». OTAEIbHbIE KJICTKU OIyXOJIU
HMMEIOT OOJIBIIION pa3Mep, MOJUTOHATBHYIO U OKPYTIIYIO
(GopMy M HE3HAUUTEJIBbHO OTIMYAIOTCS ApPYr OT Apyra
o pa3Mepy U opMe. DMUTESTUOUAHbBIC KJIETKU COAepXKAaT
XOpOIIO 3aMETHBIC SiApa U SAPBIIIKU. SnepHas aTUIIMS
BCTpeyaeTcs peaKo, Kak U MUToTu4YecKue hurypol. Kier-
KM 4acTO CoAepxKaT POMOOBUIHbBIC MU MaJOYKOBUIHbIE
KPUCTAJUTMYECKUE BKJIIOUEHUSI, KOTOpPble MOTYT JaBaTh
CUJbHYIO TojoxuteabHylo Iluk-peakuuio [2, 9].
Ha yasrpacTpyKTypHOM ypOBHE MPUCYTCTBYIOT MapaHyK-
JIeapHbIe arperaThl, TEeTIN MTPOMEXKYTOUHBIX (DMJIaMEHTOB
U TIePUOANYECKUE KPUCTAUIMYECKUE BKIIIOUCHUSI. DTUM
OITyXOJISIM TIPUIKMCHIBACTCSI MUOTEHHasl TpUpoja, I0oC-
KOJIBKY JUISI HUX YacTO XapakKTepHa MOJIOXUTEIbHAs peak-
s Ha fecMuH. MHorma Takke HabogaeTcsl OKpallvBa-



HME Ha IIaIKOMBIIIICYHbII aKTHH, TOI/IA KaK OKpaIlIMBaHU
Ha MyoD1 u muoreHuH He npoucxoaut. MHorma npowuc-
XOJIUT OKpaluuBaHue Ha 6esok S100. HabmogaeTcst ummy-
HOTMCTOXMMHMYECKOe OKpaimnBaHue Ha Oenok TFE3.
Okcnpeccus 6enka TFE3 uMeeT MecTo Tpu anbBeONISIPHBIX
CapKoMax MsITKMX TKaHE# U APYTUX OMyXOJIsIX, COMPOBOXK-
JAIOIIUXCs cusiHueM reHoB ASPL-TFE3.

MukpocKoIrueckas KapTUHa IIPU Pa3JIMYHbIX Bapy-
aHTax OKPAaCKU OITyXOJIM IpeACcTaBieHa Ha puc. 1.

XpomocoMmHbIii aHanu3 AMC nokazan pasaeieHue
U 00beIUHEHNE 2 XPOMOCOM (XPOMOCOMHAsI TPaHCJIOKa-
LIM$1) B KJIETKAX OIYXOJIM. YUaCTOK XPOMOCOMBI X OTIEIIsI-
€TCSl M TIPUCOCAUHSIETCSI K XpoMocoMe 17. D1a TpaHCIoKa-
LYs co3maeT coro3 mexay 2 reHamu — ASPL w TFES3.
B pesynbraTte o6pasyercst 6eJI0K, M3BECTHbBIM KaK CUHTE3-
0eJIOK, KOTOPOTO HET B OOBIYHBIX KJIeTKax. CyllecTBYIOT
2 ¢opmbl ASPL-TFE3 cunTe3-0enKa 1, COOTBETCTBEHHO,
2 Tuna AMC: tun I u tun 11 [9]. Ha cerogHsiiHuit neHb
HEM3BECTHO, KaK TUII OITYXOJIM BJIMSIET Ha IIPOrHO3 BHIKM -
BaeMOCTU OOJIbHBIX.

Onyxojb OTJIMYAeTCS OOMJIBHBIM KPOBOCHAOXEHUEM.
Bosbliioe KOJIMYecTBO apTepMOBEHO3HBIX IIIYHTOB JIaeT BO3-
MOXKHOCTb B PSIZIE CTydaeB YCIIbIIIATh COCYIUCThIN ITyM |3, 9].

[To naHHBIM JIMTEPATYPHI, PEIKO HAOTIOAACTCS KIMHU-
YECKMI OTBET HAa XMMMOTEPAIIUIO 1/MJIM UMMYHOTEPAIINIO
(umMcrmaTuHoM, udochaMuaoM, TOKCOPYOULIMHOM, METO-
TpeKCcaToM, MHTEP(EPOHOM M UHTEPJICHKMHOM-2, B pa3-
JIMYHBIX pexkruMax). YaCTUYHBIM OTBET Ha XMMUOTEPAITHIO
B Pa3IMYHBIX KOMOMHALIMSIX OTMEYaeTCsT IPUOIU3UTEIBHO
B30% [10, 11].

s h‘-.:' : .'.*L. ks :.
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CpenHsist 3-JIeTHSISI BBIKMBAEMOCTb, IO TaHHBIM pa3-
HBIX aBTOPOB, KoJreosietcs oT 25 10 38 %. OKoHYaTeIbHbII
MPOTHO3 OCTaeTCsl HeyTelUTeIbHBIM. Ha mporHos 3a6o-
JIeBaHUsI BJIMSIIOT pa3Mep OITyXOJIM, PaclpocTpaHeHUe
rpoiiecca Ha KOCTHBbIE CTPYKTYPBI, HaJlMule MeTacTaTh-
YeCKOTO MOpaXkKeHUSI.

Mbi npedcmasasem pedxoe HabaoOeHUe aANbBEONAPHOU
capkombt y nauuenmru K., 18 aem. Bnepeoie onyxons 6 enom-
Ke boabras 3amemuna 6 2009 e., HO K 6pauy He 06pauyanace.
Humencusnulii pocm H08000pA308aHUs HAHAACS 80 BPEMs
bepemennocmu, ¢ 2011 e. Ha cpoke 38 Hed 6oavHas Ovira
P000paspeulena Kecapegvim ceueHuem U 20CHUMatu3upo8ana
6 MITOb No 62 ¢ kaunuueckoil KapmuHoil onyxoau napaga-
PUH2EANbHOO NPOCMPAHCIEA.

Tlpu ocmompe Ha wee caesa (Ha yposHe éepxuell mpemu
2PYOUHO-KAHUHHO-COCUCBUOHOU MbIUUbL U N80l nodue-
AHCMHOI 00aacmu) onpedensncs HUICHULL Kpai onyxoau,
Komopas pacnpocmpaHsiacs 6 noouearcmuylo o6aacmo
u napagapuneearbHoe NPOCMPAHCMEO.

Tlpu ocmompe noaocmu pma omme4anacy peskas acum-
Mempusi pomo2AomKY 34 cHem 8blOYXaHUs ee 1e60li 60K080Il
CMeHKU, a makKice 3a0HUX omoenos KopHs azvika. Ilpopac-
MAHUS CAUBUCIOLL NPU IMOM He OMMe4eHO, HO Habadalacsy
00UNBHAS CeMb CUALHO PACUUPEHHBIX KPOBEHOCHBIX COCYO08,
KOmopble npoceeuusant yepes cAusucmyr 060104ky. Peeuo-
HapHbvle Aaumpamuueckue y3avl He OblalL YeeauueHbl.

Ilo dannvim MPT gvis61ena kapmuna onyxoau napaga-
PUHEANbHORO NPOCMPAHCMEA caeda (puc. 2), npu GbinoaHe-
HUU MPenaHoouoncuy — 2UCmon0eUeckas U UMMYHORUCHO-
XUMU1eckas KapmuHa oKCU@UAbHOU A0eHOMbL.

Puc. 1. Mukpockonuueckas kapmuna npu pazauuHbixX 6apUAHMAax OKPackKU ONYyXonu: a — eMamoKCcuauH u 303ut, x 200; 6 — eumenmun, x 200; 6 — decmuH,
% 200; e — muoeenun, x 200; 0 — anaokomviuieunviii akmun, x 200; e — Ki-67, x 200
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Puc. 2. MPT 6oavnoii K. do onepayuu

Ilpu aneuoepaguu 6 napagapuneearvhom npocmpa-
cmee caesa ¢ pacnpocmpameHuem 6 Nnoo4eaoCMHYI 30HY
onpedeasaacs onyxoab do 10 cm 6 duamempe ¢ 0OUNbHBIM
KpoBocHabiceHuemM U3 bacceiiHa 1e60i HAPYICHOU COHHOL
apmepuu U 8blPANCCHHBIM BCHO3HbIM COPOCOM 8 SPEeMHYI0
eeny (puc. 3).

Tlosmomy 24.02.201 1 8binoanena smboauszayus cocyoos,
numarowux onyxons (3 ocHoeHbIX agghepenma), cnupaiimu
u mukpocgpepamu. Ilpu konmponre docmueHyma OKKAHO3US
kpoeocrabxcerus na 80 %.

26.02.2012 noo sndompaxeanvivbim HAPKO30M GblNOAHEH
paspes 6 noduearocmuoil obaacmu caeea. Ilpu pesusuu co
CMOPOHbL NOOHEeACMHOIL 00aacmu ONPedensincs AUlls HUIC-
HULl Kpail onyxoau — 34ACMU4HbLIL, HO CRASHHbLI ¢ nodue-
JAHCMHOU Hcene3oil. B edunom konenomepame ¢ Heil onyxons
yxoduna egepx, 8 napagapureeanbHoe nPocmMpancmao, obviaa
CBA3AHA C HUJICHUMU U GHYMPEHHUMU 0MOeaamu 0K0A0YUHOL
caronHoll dcenesvl. Ilpu manetiuteii nonvimke MooUAU3AYUU
ONYX0b CUAbHO KPOBOMOUUAA. DMo nompeb08ano nepessi3Ku
HAapyJCHOIU COHHOU apmepuu, 4mo No380AUA0 HAYAMb NOI-
ManHyrw MooOUAU3AUUIO ONYX0AU O 8cex cmopoH. Huichuil
Kpaii ee Obla Oonee NOOBUINCHDLIL, INACMUUHBLIL, A BEPXHSS
yacmeo Oblaa NpedcmaeaeHa coOAUOHbIM NAOMHBIM 00pa308a-
Huem, Komopoe 6e3 yemKux epaHuy, 6 sude uHpuibmpama,
BNAOMHYI0 NOOPACMAN0 K MbIUUAM U CAUBUCMOLL OHA NOAOC-
mu pma u 60Ko0eoll cmeHke eromxu. Onyxoneewlii KoHeA0Me-
pam 0blA C813aH ¢ GHYMPEHHUMU U MeOUANbHBIMU 0MOeNaMU
OKON0YUIHOU CAtOHHOU Jcene3bl. Onyxonv ceepxy He umena
UemKoil epanHulbl, BNAOMHYI0 HOOPACMANA K CAUBUCMOLL fe-
8bix omaenog nosocmu pma. Ilpu evidesenuu obpazosancs
degpexm 6 nonocmu pma okono 4 cm. C mexHuveckumu mpyo-
HOCMAMU OnYyXoab Oblia yoaneHa eOuHviM Oaokom. Yacmo
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Puc. 3. Aneuoepaguueckas kapmurna onyxonu

onyxoau (8epxHss, u3 30Hbl UHQUABMPama) bvlaa Hanpaene-
Ha Ha CPoYHOe 2UCmoaocu4ecKoe UCCcAedosaHue, Komopoe
noomeepouno nepeoHaUaANbHbIl OUACHO3 OKCUPDUABLHOU ade-
HOMBbL.

O0Haxko KauHU4eckas Kapmuua, Xapakmep pocma
U cmob 00UNbHOE KPOBOCHADJICEHUE 0NYX0auU OblAU HemUnu4-
HbL 0151 A0eHOMbl NAPAdapuHeeanbHo20 NPOCMPaAHCmMed, Ko-
mopas, Kak npasuao, pa3zeueaemcs u3 e10Mo4H020 Ompocm-
Ka 0KOAOYUHOU CAIOHHOI Jicene3bl.

Yuumoieas naruuue cxkeo3noeo degpexma 6 nonrocmu pma,
nocnaedHuil Obin ywum, a 3amem 0451 NUMAHUS YCMAHOBAEH
HoconuuegooHblil 30H0. B nocaeonepayuoHHom nepuode pana
3axcu6a1a NepeUYHO HA POHe NPOoBOOUMOL AHMUOUOMUKO-
mepanuu.

IlIpu naanoeom eucmonocuseckom uccae0o8aHuu: onyxonb
npedcmasnena anb8eOAIPHLIMU CIMPYKMYPAMU, NOCMPOEH-
HbIMU U3 KPYNHBIX KAeMOK ¢ ONMu4ecku nycmotl yumonaas-
MOIL U OKpY2AbIMU A0pamu, a maKice u3 KAaemok ¢ WUpoKoll
203UHODUALHOI YUMONAA3MOLL U POBHBIMU A0PAMU, 8 KOMO-
PbIX BU3YANUBUPYIOMCS AOPbIUKYU U HEMHO2OHUCACHHble (DU~
eypul mumosa. Cpedu onyxoneewix KOMNHAEKCO8 0OHAPYICeHbl
ouaeu Hekposa. Onyxonv He umeem coOCMEEHHOU KANCYAbl,
UHBA3UpYem npuaexcaujue gpasmenmol Mblule4HOU MKAHU,
npopacmanue 8 MKaHb CAHHOU Jicene3bl He 00HAPYICEHO.
Caronnas scenesa u 2 HatlOeHHbIX U UCCACO0BAHHBIX AUMPaA-
MuuecKux y31a 00bI4H020 2UCION02UHECK020 CIPOCHUS.

Hccaedosanue monexyaapro-ouosocutecKkux mapkepos:
BUMEHMUH, 0ecCMUH — OUQY3HAS PA3IUMHOU CIMeneHU 8bipa-
JCEHHOCMU YUMONAA3MAMUYECKAs] IKCHPeCCUsi 8 ONYX0/1e8biX
Kaemkax. SMA — ouazoeas paznuuHoil cmeneHu 8bipajiceHHo-
cmu yumonaazMamu4eckas 3KCpeccuss 8 ONyxXoneeulx Kaem-
kax. Muoeenun, yumokepamun AE1/AE3, S100, menan A,



HMB45, EMA, cunanmogu3sun, xpomoepanun A, CDI0,
RCCM — ompuuamenvhas peakyus 8 onyxonesvix KAemKax.
Ki-67 — sadepuas sxcnpeccus 6 5% onyxoneevix Kaemok.
1lux-peaxyus: 6 yumonaazme onyxonesbix KAemox 0OHapyscu-
saromes nepunykaeaphule Hlux-nozumuenvie exarouenus. 3a-
KAKUeHUe: anb8eONSIPHASL CAPKOMA MASKUX MKAHell.

KnuHu4yeckue cnyvyau

Pana na wee u 6 norocmu pma 3axcuna nepeutHsIM Ha-
msaxcenuem. Ilayuenmka 6vira noemopHo obcyxucoeHa Ha
OHKO0A02UYEeCKOM KOHCUAUYMe, 20e OblA0 NPedaodiCeHo npose-
denue nyuesoii mepanuu. Om danvHeiluieeo neyeHus 601bHAS
omkasanacs. B nacmoswee eépems nauuenmka ucuea 0e3
NPU3HAKO08 Peuuodusa onyxonu.
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