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Skull base leiomyosarcoma metastasis manifesting itself as occipital condyle syndrome. A case report

M.A. Stepanyan, V.A. Cherekaev, A.B. Kadasheva, D.L. Rotin, E.R. Vetlova
Acad. N.N. Burdenko Neurosurgery Research Institute, Russian Academy of Medical Sciences, Moscow

The occipital condyle syndrome (OCS) is a rare and little-known neurological syndrome pathognomonic of metastatic involvement of the oc-
cipital condyle. OCS is the first significant sign of secondary involvement of the atlantooccipital joint in patients with a history of cancer. The
early detection of skull base metastases permits timely use of radiation treatments and avoidance of surgical interventions.
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BeeneHue

CuHzpoM 3aTbu1ouHOro Mblieska (C3M), ooyciioBieH-
HbIII METacTaTMUeCKMM TIOpakeHMeM OCHOBAaHMSI uepera,
pa3BUBAaeTCsl MPU JIOKATM3AlMK TATOJIOTMUECKOro ovara
B 00J1aCTH 3aTHUTOYHOTO MbIiesnka [ 1]. Briepseie C3M ObL1
ornucad H.S. Greenberg B 1981 . Habmonas 43 cirydast meta-
CTaTUUYECKUX OITyXOJieli OCHOBaHMs ueperna pa3IuIHoN JIo-
KaJTM3alluu, aBTOP BbIACTUI S XapaKTePHbIX CUMITTOMOKOM-
TJIEKCOB — O(PTaTbMUUECKUIA, CEeJUIIPHO-TTapacesUISIPHBIA,
CpeIHEN YEPEITHOMN SIMKU, IOTYJISIPHBIN, 3aTbIJIOYHOTO Mbl-
menka [1]. B mocnenyrolmx onMcaHusix METacTa30B OCHOBA-
HUS1 Yeperna poyre aBTOpbl TAKKe MPUAEPKUBATMCH JaHHOM
kinaccudukanuu. C3M BcTpedaeTcsl Ipyu MeTacTa3ax OCHO-
BaHUSI Yeperna OTHOCUTEIbHO YyacTo — oT 10 10 21 % ciydaes.
ITo manueiM H.S. Greenberg, C3M Ha0monpaicsa B 21 %
ciyvaes, 1o HaomoneHusM F. Laigle-Donadey — B 16 %, 1o
uccnenoanusaM K. Mitsuya — B 10 % ciyyaes [1-3]. C3M
SIBJISICTCSI OMHUM U3 CTEPEOTUITHBIX M JIETKO y3HABAEMbIX
CUHAPOMOB TOpaXkeHUs1 OCHOBaHus yepena [4]. XapakTep-
HOI OCOOEHHOCTBIO CIIY>KUT COYETaHWE OJHOCTOPOHHETO
reprepruIecKoro rapesa MoabsI3bIYHOTO HEpBa ¢ 00OISIMU
B IIEIHO-3aThIJIOYHOM 00ACTH CO CTOPOHBI MOPAKEHUSI,
YCUJIMBAIOILIMMUCS TIPY TOBOPOTAX TOJIOBHI [ 1, 4].

Y GOJIbHBIX C U3BECTHBIM OHKOJIOTMYECKUM aHAMHE30M
niposiyieHre C3M CIy>KUT TOCTOBEPHBIM MPU3HAKOM MeTa-
cra3a B ocHoBaHue yepena. [1o 30 % ciyyaeB C3M siBiisieTcst
MePBBIM MPOSIBIIEHUEM OHKOJIOTMUYECKOTO 3a00j1eBaHus [5].
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Onucanue cny4as

boavnas, 57 nem, nocmynuna é kauHuKy ¢ ¥carobamu Ha
nocmosiHHble 601U 8 NPABoIl 3aMbLIOYHOL 00AacMU, PACHPO-
CMPAHAIWUECS 8 NPABYI0 A00HYI0 004ACMb, YCUAUBAIOULUECS
npu nogopomax 20406wl. boavras maxdce ommeuanra Omrao-
HeHue A3bIKa 8npaso U HapyuieHue apmuxyssuuu (puc. 1).

U3 anamnesa uzeecmuo, umo 6 cenmsaope 2011 2. nayu-
eHMKa nepeHecaa IKCMUpnayuio MamKu U epxHeii mpemu
61a2aAUWA ¢ NPUOAMKAMU 8 C8A3U C NeHOMUOCAPKOMOL mead
mamiu. B pecuonapnvix aumgamuueckux y3nax npusHakos
onyxoneoeo pocma He 0vi10 obHapycero. [locae onepayuu
npoeedena OUCMAHYUOHHASL 2AMMA-MEePaAnusl.

Yepes 3 mec nocie sxcmupnayuy Mamku noAGUAUCH 60U
8 Npasoil 3ambLIOYHOL 006Aacmu, Uppacuupyrouue 6 npagyro
AN00HYH0 0b6aacme. Yepe3 10 Ouneil nocne nosieaenus 6oaeil cmana
Heuemkou peub, 001bHAs 00PAMUAQ BHUMAHUE HA OMKAOHEHUe
svika enpaso. Tlpu maenumno-pesonancroi momoepaguu (MPT)
20/106H020 M032a C 6HYMPUBEHHbIM KOHIMPACMUPOBAHUEM BblAG-
JIeHa ONYX01b KPaHUo8epmelpanbHoeo nepexooa cnpasa. Onyxons
PACn01azaiacs 8 OCHOBHOM SKCIMPAKPAHUAABHO, PACHPOCIPAHS-
1aCb HA Yeulyio 3aMblLI0YHOL KOCIU, HA NPABbLI MbILEAOK U UH-
MpaKkpanuansio. Onyxonb UHMEHCUBHO HEOMOREHHO HAKANAUGA-
Aa KoHmpacmHoe @eujecmeo (puc. 2). Ilpu xomnvromepHoll
momoepaguu (KT) eviaaeHo paspyuierue ueutyu 3amolio4HOl
Kocmu 6e3 npusnakog decmpykyuu moieara (puc. 3). Cyunmu-
epagus kocmeil NOKA3ana HAKoONAeHus paduogapmnpenapama
MOAbKO 6 NPOEKUULL ONYXONU.



Puc. 1. lemuampogpus s3vika u deguayus 6 CMOPOHY NOPAYNCEHUs NOOB-
A3bIUHOO Hep8a

Puc. 2. MPT-kapmuna kpynHoeo memacmamu4eckoz2o y31a 6 Kpanuogepme-
OpanvHoM nepexode cnpasa 6 aKCuanrvhol (a) u KoponapHoii (6) npoeKuusx.
Onyxonb He2coMO2eHHO UHIMEHCUBHO HAKANAUGaem KOHMpacmuoe 6eujecmeo

Puc. 3. Ilpu KT 6 kocmHom 0KHe 6u3yanu3upyromcs: a — usmMeHeHue CueHana
¢ 2y64amoeo Gewecmea 3amola0HHO20 MbIUeAKa U 6 — 0eCmpyKyus Heuryu
3amMbLAOHOU KOCIMU
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TIpu ocmompe 60461011 6 HegpoaoeuecKom cmamyce Obin
solaenen nepugepuyeckuii napes XI1 nepea cnpasa, nposiéns-
rowuiica eunompogbueil npasoil NOA0BUHbI A3bIKA U N€2KOll
duzapmpuelil; makce onpedeasnaco 004e3HeHHOCMb NpU
natbnayuy 8 WeliHo-3amolA04HOl obaacmu cnpaea, Hapa-
cmatue 60ell npu NOBOPOMAX 20108bL.

C yeavro eucmonoeuueckoi eepugukayuu onyxoau
U yMeHbvllleHus ee 00semMa npou3eedero Helpoxupypeuteckoe
BMEUaAmenbCmeo.

B nonosiceruu 60abHOI Ha ONEPAYUOHHOM CIOAe AedCa HA
CHUHe ¢ N0BOPOMOM 20/108bl 61€60 BbINOAHEH NUHElIHbLI napa-
MeduanHblil paspe3 6 npaesoii 3amoeinounoil obnacmu. Ilood
MbIUUAMU WeU Bbis8AeHa NAOMHASA OKPYeAas NpaKmu4ecKu
aABACKYAAPHAS ONYX01b cepoll okpacku. Onyxoab omoeaena om
OKPYICAOUWUX 300P08bIX MKAHEl U Y0aieHa (hpasmMeHmuposa-
Huem. [locae ydaneHus OCHOBHOU MACCbL ONYXO0AU OOHANCUAOCD
npagoe amiaHmMo-oKyunumanbHoe counenenue. Illpusnaxoe
OJecmpyKuyUu MyvleaKa 3amvliouHOU KOCMU He 0OHAPYICEHO.
Buinoanena pezexiyus nopajiceHHbIX yHacmKoe Yeulyu 3amol-
AOYHOIL Kocmu 00 8U3YanbHO 300p060LL KOCMHOU mKaHu. Yoa-
JeHbl UHMPAKPAHUAAbHYLE Yacmu 0nyXoau 0o 300po6oti meep-
doil M032060i1 060404KU. TBepdas mo3e06as 06010uKa He Obiaa
npopauieHa onyxoavto, He 8CKpbl8anach.

Tlocae onepamugnoco emeuiamenbcmea peepeccuposant
601U 6 weiiHo- 3amuinouroll ooaacmu. CoXpausaucs nPU3Ha-
KU nepugeputeckoeo nape3a npasozo noossa3biMH020 Hepea.

Tucmonoeuuecku u UMMYHOUCMOXUMUYECKU OnpedeeH
Memacmas Aetiomuocapkomsl B kaemkax onyxoau evisienena
NOA0ICUMENBHAS IKCNPECCUS BUMEHMUHA, 2AA0KOMbIUIeHHO-
20 akmuHna u decmuna (puc. 4). Dxcnpeccuu measanoyumap-
Hoeo mapkepa HMB-45, o6ujeco aeiikoyumapHoeo anmueena
CD45, EMA, yumoxepamunosé CK7 u CK20, a makaice sxc-
npeccuu MUO2eHUHa He 8bl6AeHO.

Ilocne onepayuu nposeden Kypc cmepeomakcu4eckoll
paduomepanuu Ha 00aacmb OCMAMO1HOL ONYX0AU U HOCALO-
NepayUoHH020 10JCa 3a0Hell YepenHo AMKU ¢ KPaegbim 3aX6a-
mom 2 mm. Obnyuenue ocyuecmensinoch Ha AUHEHOM YCKOpU-
mene Novalis ¢ MUKPOMYAbIMUAENECMKOBIM KOAAUMAMOPOM.
Obayuenue nposodunocs ¢ 8 pueypHsix noaeii ¢ 1 uzoueHmpom.
IIposedeno 7 ghparxuuii no 5 Ip do cpedueii cymmaphoil ouaeo-
6011 dosbt 35 Ip.

IIpu koumponvroit MPT uepe3 3 mec nocae Kypca ay4egoii
mepanuu (JIT) eviserena nosoxcumenvHas OUHAMUKA 6 8U0e
BbIPANCEHHO20 pecpecca OCMAMOYHOI OnyxXoau 6 obaacmu
KpaHuosepmebpanvHo2o nepexoda cnpasa (puc. 5).

06cy:xpeHue

B nuTepatype omnucaHbl pa3Hble TPUUUHBI U30JIUPO-
BaHHOTO TIOPaXXEHUS TTOIBSI3BIYHOTO HEpBa, CPeIn KOTO-
PBIX OTTYXOJI HOCOTJIOTKH, CTBOJIA TOJIOBHOTO MO3Ta, TPaB-
Mbl U OTHECTpPEJIbHbIC PaHEHUsI KPaHUOBEPTEOPaTHLHOTO
nepexona, Heliponatus Guillain—Barre, paccesiHHBINI
CKJIepo3, uctepus, maibdopmanus Kuapu [6].

Anamuzupys 100 cryyaes 3a 26 JieT, aBTOPbI OTMEYAoT
oosree 10 mpuumH nopaxenust XII HepBa. B 49 ciyuasx

57



Puc. 4. Memacmas aeiiomuocapkomol. Yeeauwenue x 200. Ummyroeucmo-
XUMUHMECKasl peaKyus ¢ 2na0KOMbIUEHHbIM AKMUHOM nOOmeepicoaem 2aao-
KOMblULeHHDBLIL 2UCIOCHE3 310KAYECBEHHO20 HOB000PA308AHUS

Puc. 5. MPT ¢ enympugernbim KOHMpaAcmupoganuem nocie onepamueHo2o
emeuamenscmea: a — 00 JIT; 6 — uepes 3 mec nocae kypca JIT. Busyanusu-
pyemcsi 3HaUUmenbHoe yMeHblUleHUe Pa3mepos OCMAmouHOU ONyXonu

MIPUYMHOI ITOPaXKeHUsI ITOAbSI3bIYHOTO HepBa ObLIM HOBO-
o0pasoBaHus, B 12 — MeTacTaTUYECKUE OITyX0Ju [6].

B nuteparype onucannl 27 cayyaeB C3M Bcienct-
BUI€ METACTATUUECKOTO MTOPaXeHUST OCHOBAHMS Uepelra
(cM. Tabmuiy).

[iacTOoCTPYKTYpa METACTATUYECKIX OIyXOJIei pa3HOO0pa3-
Ha, Y My>KUMH HauoOoJiee yactoit mpuunHoiit C3M sBisiioTcst
MeTacTasbl paka IpencTaTeIbHOM Kese3bl (7 HaOMoneHuit),
Y 3KEHILMH — paK MOJIOYHOM 3KeJie3bl (6 HabmoneHuit) [5].

OmnucaHbl MeTacTa3bl aAeHOKAPLMHOMBI JIETKOIO
B 2 ciyvasx, JMM@OMbI — y 2 MallMeHTOB, Ha30(hapuHIe-
ajgpHOTrO paka —y 1 [1, 5, 9]. B octanbHBIX 8 HAOTIOIEHUSX
OpraHoreHe3 MeTacTa30oB He ObLT yCTaHOBJIEH [5].

Cayuau uzonuposannoeo nopascerus X1 nepea ecaedcmeue memacmasoe
6 ocHosaHue uepena (n = 27)

Ha6monenue, rox Yucio HAOI0IeH i
Greenberg, 1981 [1] 9
Moris, 1998 [7] 4
Capobianco, 2002 [4] 11
Salamanca, 2006 [8] 1
Moeller, 2007 [5] 2
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B 18 (70 %) ciygasix C3M Bo3HUKaJ y OOJIbHBIX C N3BECT-
HBIM OHKOJIOrM4YecKrM aHaMHe30M. B 9 (30 %) ciyyasx C3M
OB TIEPBBIM TIPOSIBIIEHUEM OHKOJIOTMYECKOTO 3200/ IeBaHUSI.
B omucanHbIX B MTEpaType Ciydasx MPOAOJIKUTEIEHOCTh
CHHJIpOMA JI0 YCTAHOBJIEHUSI AMAarHo3a BapbUpoBajia OT He-
CKOJTbKMX THel 10 3 Mec [5]. TouHbIX yKazaHMiA TIPOMEXKyTKa
BPEMEHU C MOMEHTa BBISIBJICHUS TIEPBUYHON OIMYXOJIU IO
nposieneHnst C3M Her.

Ilepevimu kaunuveckum nposierenusmu C3M SBISIOTCS
00J1b B ILICITHO-3aThUTOYHOM 00J1aCTH CO CTOPOHBI IMTOPAXKEHUS],
MHOIIA pacIpOCTPaHSIONIasiCs B TEMEHHYIO 1 JIOOHYIO 00J1a-
ctu [1, 4]. Tsokenas MPOOODKUTEIBHAST OMHOCTOPOHHSIST TO-
JtoBHast 6ok Gecriokomna 22 (81 %) GonbHbIx U3 27. Yacto
00J1b YCUIMBAJIACH IIPU IIOBOPOTAX FOJIOBBI, IIPU ABVKEHUSIX
B11Iee Y Ma/IbIaLMY 00J1aCTU opakeHMst. OITHIUM 13 HEPeIKIX
nposieieHuit C3M sIBJIsieTCs TOBBIIIIEHHAST 1yBCTBUTEILHOCTD
B COCLIEBUIHOI 00;1aCTH, KOTOpast oTMeuaach y 25 (92,6 %)
00bHBIX U3 27. W3 onucaHHbIX 27 cydaeB B 24 ObLT U30JI1-
poBaHHBIIi onHocTOpoHHUI nape3 XII HepBa, MPOSBUBLIMICS
neBMaleit 1 remratpodueii sizbika. B 3 cirydasix mapes nomb-
s3pr9HOTO HepBa OblT B coctaBe Collet—Sicard cuHapoma
B BUJIC MOPAXKEHUSI TTOCIEAHUX 4 KpaHUaIbHBIX HEPBOB [5].

D.J. Capobianco oTmeuaeT, 4yTo BCE OITMCAHHbIE UM
11 60pHBIX ¢ C3M KajoBaJIMCh Ha JIETKYIO TU3apTPUIO U AVIC-
(harnro, oOyCITOBICHHBIE TTAPE30M TIOIBA3BIYHOTO HepBa [4].

HauGosiee 4yBCTBUTEIBHBIM METOAOM AUATHOCTUKU
npu C3M, o0yca0BIEHHBIM METACTaTUYECKUM MOPaXKEHU -
€M OCHOBaHWMs uepena, aeisgetcs MPT. 3amemienne Hop-
MaJIbHOTO TUTIEPUHTEHCUBHOTO XKMPa Ha TMTIOMHTEHCUBHYIO
OIyX0JIeBY10 TKaHb Ha T 1-B3Be1lIEHHBIX U300PAKEHUSIX ITPU
KOHTPACTHOM YCUJICHUU CJIYXKUT TOCTOBEPHBIM ITOKa3aTe-
JIeM HeOTUTaCTUIECKOTO MopaXkeHusT KocTelt uepena [3].

KT u panuoHyKIMIHbIE METOIBI UCCIEAOBAHMIA Yallle He
BBISIBJISIIOT ITOpaKeHusI Toraa, korna mpu MPT oHo omperne-
ngetrcs [4]. [Ipu C3M uysctBUTensHocTh KT cocrtasisier
64,7 %, ciuaturpadrm — 60 %, B TO BpeMsl KaK 4yBCTBUTEITb-
Hoctb MPT nocturaet 83 % [5]. Tem e menee KT u panuo-
HYKJIMIHBIE UCCIIeA0BaHUS MOTYT AonoaHuTs M P-uccrieno-
BaHus. B yactHocTu, npu nomomy KT B KOocTHOM OKHe
BO3MOXKHO OILICHWUTh CTeTIEHb Pa3pyILLEeHUS CTPYKTYp aTJIaHTO-
OKIIMTTUTAITEHOTO cownteHeHus [4]. Kak otmevaror L. Loevner
and D.M. Yousem, npu pamroIOrHIeCKUX MCCISI0BAHMSIX
0OJIbHBIX C ITIOCTOSIHHBIMU OOJISIMU B ILIEIHOM OTJIEJIe IT03BO-
HOYHUKA M C OHKOJIOTMYECKMM aHaMHE30M HEeOOXOAMMO
OLIEHUTh COCTOSTHME KpaHMOBEPTEOpaJIbHOTO IIepexoja,
0COOEHHO MBIIIIEJIKOB 3aThUIOYHOI KocTH [10].

CuuHTurpadusi KocTeld uMeeT AUarHOCTUYECKYIO
LIEHHOCTD B IUIAHE BBLIABIECHUSA IPYTUX OTAATEHHBIX METa-
craszos [10].

Taxmuka aevenus 3aBUCUT OT XapaKTepa OIyXOJIv, PacTipo-
CTPaHEHHOCTH OHKOJIOTMYECKOIO IPOLIECCa, COCTOSTHUST O0JIb-
HOTO Y BBIPAXKEHHOCTH KJIIMHUYIECKON KapTUHBI. OCHOBHBIM
MetonoM JeueHns seistercs JIT [11, 12]. B ceprm u3 11 60116~
Hbix ¢ C3M y D.J. Capobianco B 10 citydasix Obuta mpuMeHeHa
JIT, B 1 cimyyae B couetaHuu ¢ xumuoteparnueit (XT). XT obuia



€IMHCTBEHHBIM METOMIOM JICUSHMSI TIPY METAcTa3e paka Mmpej-
cTaresbHOM kese3bl [4]. K xupypruyeckum meromaM Ipu
MeTacTazax B ocHoBaHMe yeperna ¢ C3M mnpuberaioT KpaiiHe
peIKO, B OCHOBHOM [UISI THCTOJIOTMYECKON BeprbHKaIIN
1 YMEHBIIIEHNS 00beMa orryxoiu [5]. PamukanpHOe yaaneHue
MeTacTas3a ¢ pe3eKLKeii aIaHTO-OKILUITUTAIIBHOIO COWICHEHUST
MPaKTUUECKU HE BBITIOTHSIETCSI BBUAY TPaBMaTUYHOCTH [4].

B Hamrem ciydae Xupyprudeckoe JIeueHUe Tpeciieno-
BaJIO 1I€JIb TUCTOJIOTMYECKOUW BepuUKalluU OITyXOJIH,
perpecca 00JeBOro CHMHApPOMa M YMEHBIIECHUS O0beMma
onyxoJiv 1jist moBbieHus apgexktuBHocTr JIT 1 XT.

3akniovenue

VY OOoNbHBIX C OHKOJIOTMYECKMM aHamHe3oM C3M
CIYKAT JIOCTOBEPHBIM IIPU3HAKOM METacTa3MpOBaHUS
B OCHOBaHMe dYepernia. TakMM oOpa3oM, TIpH ITTOSIBICHUN
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Y OHKOJIOTUYECKOTO OOJBHOTO OJHOCTOPOHHUX OoJiei
B ILIEITHO-3aTHUIOYHOM 00J1aCTH, YCUTUBAIOIIMXCS TIPU JIBU-
>KEHUSIX TOJIOBbI, HEOOXOJAUMO BBIMIOJIHUTH UCCIIENOBaHUE
TOJIOBHOTO MO3Ta M KpaHMOBEPTEOPaTLHOTO TIepexoia, He
JTOXKUIASICh TTOSIBJIEHUSI CUMITTOMOB TTOPaXKEHUST KpaHUATb-
HBIX HepBoB. Haunbonee nHbOpMaTUBHBIM THUATHOCTUYE-
ckuM MetojaoM sBisietcss MPT ¢ BHYTpUBEHHBIM
KoHTpacTupoBaHueM. C 11eJbI0 OLIEHKU COCTOSIHUS aTylaH-
TO-OKIUTTUTATLHOTO COWICHEHUS 11eJIECO00Pa3HO BBITION -
HuTh KT B KocTHOM OoKHe. CiHTUIrpadusi KOCTei mo3Bo-
JISIeT MCKJIIOYUTh METacTa3bl B JAPYIMX KOCTSIX.
OnTuMalibHbIM U 3(PGhEKTUBHBIM METOIOM JIeUSHUSI SIBJISI -
ercst JIT, kotopast MmoxeT coderaThes ¢ XT B 3aBUCUMOCTH
OT TUCTOCTPYKTYPBI OITyXOJIM. XUPYpPrUYecKoe JieYeHUe
TPUMEHSIETCS PENIKO U TIPECIeNyeT 1ieJIb TUCTOJIOTMYEeCKOi
BepUpUKAIIMU U YMEHbBIIIEHUS Pa3MEePOB HOBOOOPA30BaAHUSI.
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