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Malignant peripheral nerve sheath tumor in the maxilla. Clinical case
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A clinical case of the malignant peripheral nerve sheath tumor is presented. It is a rare tumor in the head and neck area. The tumor arises
from Schwann cells, its malignant potential is unclear. This low-growing tumor is presenting as a solitary nodule. To make a precise diagnosis
immunohistochemistry assay is used. Surgical approach provides good long-term outcome.
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Bsepexue

[Nonasnsroriee 41c10 HOBOOOPA30BAHM TOJIOBBI U IIEU
UMEIOT 3MUTEeIMalIbHOE TIpoucxoxaeHue. Yacrtora Bbl-
SIBJICHUSI B 3TOM 00JaCTU 310KAYECTBEHHBIX OMyXoJjei
nepudepudeckux HepBoB (3OITH), mo gfaHHBIM pa3HBIX
aBTOPOB, BapbupyeT OoT 25 10 40 %. OHU MOTYT UCXOIUTh
13 0001049KH JIIo6oro HepBa, KpoMe I 1 11 mapbl uepernHbIx
HEPBOB (B MX COCTaBe OTCYTCTBYIOT IIBAHHOBCKUE KJIETKH).
Oko110 4 % 30I1H rosoBbI U 1€ JIOKAJTU3YIOTCS B IIPHY-
IaTo4yHbIX masyxax Hoca. @opmuposanue 3OITH us rure-
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YeBOIO CILUIETCHUSI BCTpeYaeTCsl IPUMEPHO B 5 % cilydaes.
O0pa3oBaHMsI, UCXOAAIIME U3 OyXIalolIero Heppa, co-
CTaBJISIOT 2—5 % Bcex ciyyaeB HEMPOreHHbBIX OMYXOJICH.
B monnoctut pra Bctpevaercs He 6os1ee 1 % oT o611iero ynciia
3OITH ronoBsI 1 LIeU, UX TPEUMYILLIECTBEHHOM JTOKAJIN-
3allMeil cuuTaeTCsl KOpeHb s13bika. PacrosioxeHue B 00-
JIACTU aJIbBEOJISIPHOTO OTPOCTKA BEPXHEN YEJIIOCTH, TaK XKe
KaK M BHYyTPUMKOCTHOE pacIiojioxXeHre 00pa3oBaHUl 3TOM
MopdOIOrNYEeCKO IPYIIbl, HAOIIOJAETCS KpaliHe PeaKo
[1-3].



JlaHHBIE OITyXOJIM XapaKTepU3yITCs MEIJICHHBIM PO-
CTOM 1 MAKPOCKOITMYECKU IIPEACTABIISIOT CO0O0I, KaK Mmpa-
BUJIO, COJIUTAPHBINA Y3€JI.

Pentrenorpapuueckum oranuuem 3OITH saBnsercs
JyeTKas CKIepoThyeckas rpaHuiia. B kauecTBe muarHocTy-
YECKHUX METOMOB ISl OLIEHKU PacCIpOCTPaHEHHOCTH I10-
paxeHwusl, a TakkKe MHOUIBTpalluy OKPYXKaIOIIUX CTPYKTYP
MPU OOIIMPHBIX MTOPAXKEHUSIX MOTYT IPUMEHSITHCS YbTpa-
3BYKOBOE€ HCCJIeA0BaHME, KOMIbIOTEpHasT TOMOTpadus
C KOHTpPacTUPOBaHMEM 1 MarHUTHO-PE30HAHCHAasl TOMO-
rpacdusg [1].

Knuanyeckas kaptuna 3OITH He nmo3BosseT mocra-
BUTh TOUHBIN TUArHO3, TaK KaK 3TOT B HOBOOOPa30BaHUIA
He IPOSIBIISIETC KAKMMU-JIMOO0 MTaTOrHOMOHUYHBIMM CUM-
MITOMaMu, a BepupuKalms BO3MOXHa TOJIbKO MOC/Ie MOpP-
¢osornuyeckoro ¥ MUMMYHOTUCTOXMMUYECKOTO UCCTIeTIOBa-
Huii [4, 5].

OcHoBHoi1 MeTon tedeHust 30TTH — xupypruyeckuii,
OIHAKO 13-3a CJI0XKHOI'O aHATOMUYECKOTO PACITONIOXEHUS
U pUCKa Pa3BUTHSI HEBPOJOTUUECKOTO neUIIUTa MOCe
orepaluy MpoBeaeHue onepauuu 1o ynanreHuio 30ITH
MOXET MPEACTaBIATh CIOXHOCTD 11t xupypra [3]. Pa3pa-
0aTHIBAIOTCSI METOMBI JOOIEPAIIMOHHOIO OIpenesIeHUS
MPUHAMJIEKHOCTH OITyXOJIEBBIX MacC K HEPBY [6], 4TO B KO-
HEYHOM UTOTe YIydJIllaeT OTHaJeHHbIC pe3yIbTaThl BMEIIIa-
TEJbCTBA 1 MUHUMU3UPYET BBIPAKEHHOCTh MOCJIeoIepa-
LIMOHHOU HEBPOJIOTUYECKON CUMITTOMATUKH.

ITpy HEKOTOPHIX JIOKATU3ALUSIX HEMPOTEeHHOTO MpPO-
1ecca B 00JIaCTH TOJIOBHBI U IIIeM MOXET ObITh Ha3HaueHa
cTepeoTakcuyeckas tydeBas tepanus [7]. MyasTuaIucum-
TUIMHAPHBIN MTOIXO. TTO3BOJISIET YIYYIIIUTh KAUYeCTBO KM3-
HU 3TOI IpynIibl 00JbHBIX. BMecTe ¢ TeM HeobxomuMo
paccMoTpeTh 3¢ (OEKTUBHOCTh aIbIOBAaHTHOIO JIeUeHUS
JIaHHOI KaTeropuu 00JIbHBIX [8].

Knunuyeckoe nabniopenue

Ilayuenmra C., 1947 200a poxcoenus. [Ipu nocmynae-
HUU nPedss645.1a Jcanobbl Ha OMeHHOCIb Ae80U WKl CO Cmo-
poubvt nosocmu pma. Ilpu ocmompe: auyo acumMmempuyHo
3a cuem 6blOyxXaHus ne6oil weuHol ooaacmu. [lorocms Hoca
0e3 npu3HAK08 NoPaiNCceHus.

Ilpu me3oghapuneockonuu o6Hapys’ceHO HO800OPA308aHUe,
ucxoosujee U3 a1b8e0NAPHOL0 OMPOCMKA N€80l epXHell Ye-
arocmu, 8 npoekyuu 3y606 2.4, 2.5, 2.6, 2.7 c pacnpocmpate-
Huem Ha meepdoe u msekoe Hebo (puc. 1).

Ilpu komnvromepHoli momoepaghuu Auye6020 Yepena ol -
AB1€Hbl NPUSHAKU ONYX0AU ANbEEOASPHO20 OMPOCMKA N80l
eepxHell ueatocmu 00 4,7 cm 6 HauboabuieM UaMepeHUU ¢ pac-
npocmpaneHuem Ha meepooe U MazKoe Hebo (puc. 2).

Ilpu cucmonoeuueckom uccaedosanuu 6uoncuiiHozo
Mamepuana 8vis81eHa 310KA4eCmeeHHAs Me3eHXUMANbHAS
ONYX01b U3 8ePeMeH000PA3HbIX KAeMOK, (HOpMUPYIOUUX
ONUHHble NONEePeHHO- U KOCOnepeceKarnuuecs ny4yku, 10pa
KAeMOK 8blMSAHYMble, 0CMPOKOHEUHbIE, MHONCECMBEHHbIE
Queypsl mumo306. Ha neboavuux yuacmixax obpazosanue

Knuxuyeckui cnyvai

Puc. 1. Mesogapuneockonus. Onyxons anveorsapHoeo ompocmKa Ae6oil
8epxHell uealocmu ¢ pacnpocmpanenuem Ha meepooe u MsaeKoe Hebo

Fig. 1. Mesopharyngoscopy. The tumor of the alveolar process of the left
maxilla invading the hard and soft palates

Puc. 2. Cnupanvras Komnslomephas momoepagpus AUYe6020 4epena  Kopo-
HapHoti npoekyuu. Onyxons anbeeoaspHo20 0MpoCMKA A€ol 8epXHell yearo-
cmu ¢ pacnpocmpaneruem Ha meepooe u Msazkoe He6o

Fig. 2. Spiral computed tomography scan of the facial skull, coronal view.
Tumor of the alveolar process of the left maxilla invading the hard and soft
palates

NOKpbIMOo MHO20CAOUHBIM NAOCKUM HeopoecoeesarOuUm Inu-
meauem.

73



Onyxonu FOJIOBbI u IWEW | HEAD and NECK tumors

3’2019

Knunuyeckui cnyyai

Puc. 3. Buewnuii 6uo 6oavHoil nocae onepayuu. Bpemernnuoiii akpunosbwiii npo-
me3-06mypamop 8 nOcAeonepayUoOHHOU ROAOCIU

Fig. 3. Patient’s appearance after surgery. Temporary acrylic prosthesis
(obturator) in the postoperative cavity

Puc. 4. lucmonoeuueckoe uccaedoganue onepayuonnoeo mamepuana. Ppae-
MeHmbl 310KAYECMBEHHOU ME3eHXUMANLHOLU ONYXOAU U3 8EPEMeHOBUOHbIX
KAeMOK, (PopMUPYIOUsUX ONUHHBIE NONEPEHHO- U KOCONePeceKarujuecs nyHKu.
Sopa kaemok goimsnymoie, 0cmpoKoHeurvie. MHodjcecmeenHble gueypol mu-
mo308. Ha Heboabuux yHacmKax onyxons NOKPbima MHO2OCAOUHbIM NAOCKUM
Heopoeogesaiouum snumenuem. OKpacka eeMamoKCcuAUHOM U 303UHOM. x40

Fig. 4. Histological examination of the surgical specimen. Fragments of a ma-
lignant mesenchymal tumor composed of spindle cells forming long transverse
and oblique bundles. Cell nuclei are elongated and pointed. Multiple mitotic
figures. Small areas of the tumor are covered with non-keratinized stratified
squamous epithelium. Hematoxylin and eosin staining. x40

[pu ummyHoeucmoxumu1eckom uccae008aHUU 8bi61eHA
apkas dug@ysnas skcnpeccus sumenmuna, ouggysno-oua-
206as S0epHas U YUMONAAZMAMUYECKAs IKCNPeccus npo-
meuna S100, ouacosasn sxcnpeccus CD56, crabas ouazoeas
akcnpeccus EMA. He obnapyxuceno sxcnpeccuu obujezo
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Puc. 5. UmmyHozucmoxumuueckoe uccaedosanue onepayuoHHo20 Mamepu-
ana. Ouazosas caabas membpannas sxcnpeccus CD56. %200

Fig. 5. Immunohistochemical examination of the surgical specimen. Focal
weak membrane expression of CD56. %200

Puc. 6. Ummynoeucmoxumuueckoe ucciedoganue onepayioHHo20 mame-
puana. Jupdysno-ouaeoeas ymepenHas 10epHas U yUmonaasmamu4eckas
axcnpeccusi npomeura S100. x200

Fig. 6. Immunohistochemical examination of the surgical specimen. Moderate
Jfocal/diffuse nuclear and cytoplasmic expression of S100 protein. x200

yumoxepamuna, p63, yumokepamuna 5/6, Wf, CD31, CD34,
decmuna, enadkomvlneunoeo axkmuna, Melan-A, HMB-45.
Hnoexc npoaugpepamuesnoii axkmusnocmu Ki-67 — 90 %.

[locae ambyramoproeo duaesHocmuuecko2o smana npo-
8e0eHa 8UAe0ACCUCMUPOBAHHAS PE3eKUs ANbEEOASPHO0 OM-
POCMKQ 1€801l 8epXHell Heaocmu, Yacmiu meepooeo U MAeKo-
20 Heba 6 npedeaax 30oposbix mkareil. IlocaeonepayuonHotii
nepuod npomekan 6e3 0CAONCHEHUII.

Ha 6-e cymku nocae onepayuu npu nomowu cmanoapm-
HbIX CAENOUHBIX N0HCEK CHAMbL OMMUCKU 8EPXHel] U HUICHET
yearocmeil. Hzeomosaen epemeHHbiil AKpua08biil npome3-00-
mypamop, pazoeassiouuii nOA0CMU pPma U HOCA, B0CROAHSIOUWUTE
ympaueHHulil 00sem meepobix MKaHel Heaocmu, a makice
eepxHull 3y6Holl pad caesa (puc. 3).

Tom9 Vol. 9
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Puc. 7. UmmyHoeucmoxumuueckoe ucciredoganue ONepayioHHO20 Mamepua-
aa. Hndekc npoaugepamuenoit akmusnocmu Ki-67 — 90 %. %200

Fig. 7. Immunohistochemical examination of the surgical specimen. Ki-67
index is 90 %. <200

Ilpu mopghonocuueckom uccredosanuu onepayuuoHHO20
mamepuana ObiAU ROAYYEHbI CAeOYIOUUe pe3yabmamol (puc.
4—8): 310KauecmeeHHas Me3eHXUMANbHAS ONYX0ab U3 gepe-
MeH000PA3HbIX KAEMOK, hOPMUPYIOWUX OAUHHBIE NONEPEeYHO-
U Koconepecekaroujuecss nyuKu,; 10pa KAemok gblmsaHymole,
OCMPOKOHEUHble; MHOMCECMBEHHble (u2ypbl MUMO0308; NPO-
pacmatue 8 cKkenemHble MblUUbl, MaAble CAIOHHblE Jceae3bl
u 2ybuamyro KoCmHyo miats eepxueil uearocmu. Kpas pesex-
yuu uHmaxkmHul. Yuumoieas danuvie npedvidyueeo mopgoao-
2UHECK020 U UMMYHOLUCHOXUMUYECK020 UCCAe008aHUSL, ¢ 001b-
weil doaeii 8epoAMHOCIMU MOICHO OUACHOCMUPOBAMb
310KaA4eCMBEHHYI0 ONYX0Ab U3 000404eK nepugeputeckux
Hepeoe 11 cmenenu 3noxkavecmeernrocmu no cucmeme FNCLCC
(Fédération Nationale des Centres de Lutte Contre Le Cancer,
Hauyuonanvhas gedepayus onkonoeuueckux yenmpos Opan-
yuu) (eucmonoeuveckoe cmpoerue onyxoau — 2 baina, He-

Puc. 8. lucmonoeuueckoe uccaedosanue onepayuonnoeo mamepuana. Pocm
310KauecmeeHHol onyxonu 060104ex nepughepuyeckux nepeos. MHozouucaen-
Hbte ghueypbl mumosa. OKpacka eeMamoKCcuAuHoM U 303UHoM. X400

Fig. 8. Histological examination of the surgical specimen. Growth of a malig-
nant peripheral nerve sheath tumor. Multiple mitotic figures. Hematoxylin and
eosin staining. x400

Kkpo3vt — 1 6arn, mumomuueckue gueypot 6 10 noasix apenus
npu 6oavuwom yeeauvenuu — 3 baina, écezo 6 6a4108).

3akniouenue

3710KayeCcTBEeHHbBIE HOBOOOPAa3oBaHUs U3 nepudepu-
YECKUX HEPBOB I'OJIOBHI U 1IEX, XOTS M BCTPEUAIOTCSI PEIKO,
JIOJIKHBI paccMaTpUBaThes B XoAe AuddepeHnanibHoR
JNMArHOCTUKMU Y B3POCIbIX OOJIbHBIX C OMHOCTOPOHHEM Oec-
CHMIITOMHOM MEIJICHHO PACTYILIEU OMYXOJIbIO JIULIEBOTO
yepena. Heo0XonuMo rucTonornyeckoe 1 MMMYHOTHCTO-
XMMMYECKOe MCClIelOoBaHUEe HOBOOOpPa30BaHMS Ha 3Tare
nrarHocTHKuU. Kak oCHOBHOI METOI JIEUeHUST paccMaTpy-
BaeTCs XMPYPruyecKoe BMEIIaTeIbCTBO, KOTOPOe odecIie-
YUBaeT XOPOIIIMe OTAAJICHHBIC PE3yIbTaThl.
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