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nepepHero cpefoCTeHUA: KIMHUYECKUN cryval
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AHHOTALINA

Beedenue: 3no0kayecTBeHHast onyxosib U3 0bonouek nepudepuyeckux Hepeos (Malignant Peripheral Nerve Sheath Tumor,
MPNST) BcTpeuaetca y Monoabix Nl0Aei 1 Noaei CpeaHero Bo3pacta, Yalle Y Jiiofen ¢ reHeTUYeckuM 3abonieBaHneM —
Helipodmbpomaro3om Tuna 1 (NF1). MpumepHo 50% niopen ¢ MPNST umetot NF1 1 okono 13% ntopeii ¢ NF1 nonyyat MPNST
B TEYEHUE CBOEH HU3HH.

OnucaHue cnyqas: Mbl Habnoganu NauMeHTKy nocne onepaummn no nosogy MPNST npasoro 6espa B Bospacte 30 net
8 2013 rogy. B 2017 rofy BbisiBNEH peuuavs, NpoBeseHO KOMOMHUPOBaHHOE JieueHe, BKITIOUatOLLEee XUPYPruiecKoe uccede-
HWe peLManBa M NOCNeonepaLMoHHY0 AMCTAHLMOHHYIO IyYeBYI0 Tepanuio C CyMMapHOI 04aroBoi A03oi obiyyenns 66 p.
B 2018 romy obHapyxeHa MPNST neBoro 6efipeHHOro HepBa, BbINoSIHEHO ucceyeHmne onyxonu. B 2020 rogy npu BbINOSHEHWM
peHTreHorpauu rpyAaHON KIETKW AWarHOCTUPOBaH OAWHOYHBIA Q4ar NOKaibHOrO 3aTEMHEHWS B NMEpeHEM CPeAOoCTEHUH,
NpUNEeXaBLLUMIA K NpaBoMy NErKoMy. C Lenblo L0N0fHUTENbHON BepUdUKaLmMM HoBOOOPa30BaHUS BbINOHEHA KOMMbIOTEPHAS
Tomorpagms (KT), o AaHHBIM KOTOPOM AMarHOCTUPOBaH OAMHOYHBIA MMMNOAEHCHBIA 04ar B NePefHEM CPeLOCTEHUH, Npune-
XKaBLWWW K NpaBoMy NIErKoMy. (1o faHHBIM MMCTONIOMMYECKOr0 UCCNeA0BaHMA ByuonTata OMyxosu, NOy4eHHOro NYTEM TPaHC-
TOpaKanbHoM broncum NoA yNbTPasByKoBLIM KOHTponeM, BepudmumpoBaHa MPNST. C uenbto oLieHKM nHBasum o0bpasoBaHus
B MATKMe TKaHW M COCyAbl, MIaHUPOBAHUA XMPYPrUYECcKOro NeYeHns NpoBefeHa MarHUTHO-pe3oHaHcHas ToMorpadus (MPT)
C BHYTPMBEHHBIM KOHTPACTHbIM YCUIIEHUEM, B TOM YKCIIE B peXuMe peasbHoro Bpemenu (real time MRI). BbinonHeHa one-
pauus B 00bEMe: TOPaKOTOMUA CMpaBa, yaaNeHWe HOBOODPa3oBaHMA NepeHEro CPefOCTEHUS C Pe3eKLMel BEPXHEN L0nK
MPaBOoro SIETKOro, KPaeBble PE3EKLMM HUXHEN [0S MPABOro NEFKOro. [laHHbIA cyyai LeMOHCTPUPYET PeLKYo NOKaNM3aLmio
W HeCTaHJAPTHYI0 MHCTPYMeHTanbHyto auarHocTuky MPNST cpepocteHus: naumeHTke nomuMo KT 6bina BoinosiHeHa MPT op-
raHoB rpyLHOM KieTKK. ITo onpaBgaHo TeM, 4to MPT no3BonisieT oLeHUTb MHBa3Mi0 HOBOOOPA30BaHUSA B OKPYKAIOLLME TKAHM
(3TOr0 He Bceraa yaaétcs focTuub ¢ noMollbio KT, aaxe ¢ KOHTPACTHBIM ycuneHneM). Hanuume MHBa3um ABNISETCA BaXHOM
COCTaBNSAIOLLEN NPU NAAHUPOBAHUW AanbHEMLLIEN TAKTUKU XMPYPrUYECKOrO NIEYEHMS.

3aknoyeHue: 3M10KaYeCTBEHHas onyxonb M3 0bonoyek nepudepuyecknx HepBOB ABMSETCS OMYXOSbH C arpecCUBHBLIM
TEYEHWEeM, MIOXUM MPOrHO30M M3-3a PE3UCTEHTHOCTW K Tepanuu. [JaHHbIA KIMHWYECKWiA Cyyail [LeMOHCTpUpYeT npuMep
MPNST pegnKoii NoKkanM3aumm ¢ peunavBUpYIOLLIMM TEUYEHUEM M MeTacTasamu B Nérkue. CoBpeMeHHbIe BO3MOXKHOCTU Jlyye-
BbIX METOA0B UccnefoBaHus, Takux Kak KT u MPT, MoryT adeKTBHO UCNoNb30BaTLCA He TONbKO Ans BbiseneHnss MPNST,
HO U Npu onpefenieHun BbIbopa afileKBaTHOro XMPYPruYecKoro AoCTyna K ovary nopaxeHus u obbéma onepaumu.

KnioueBble cnoBa: 3/10Ka4ecTBEHHas onyxosb U3 0bonouek nepudepuyecknx Hepeos; MPNST; onyxonb cpepoctenus; KT,
MPT.
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Diagnosis and treatment of the giant malignant
peripheral nerve sheath tumor in the anterior
mediastinum: A case report
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N.I. Pirogov Russian National Research Medical University, Moscow, Russian Federation
ZCity Clinical Oncological Hospital N° 1, Moscow, Russian Federation

ABSTRACT

INTRODUCTION: Malignant peripheral nerve sheath tumor (MPNST) occurs in young and middle-aged people, more
frequently in those with the genetic disease known as neurofibromatosis type 1 (NF1). Approximately, 50% of people with
MPNST have NF1 and 13% of people with NF1 will get MPNST during their lifetime.

CASE REPORT: A 30-year-old patient after surgery for MPNST of the right hip in 2013 was observed. In 2017, a relapse
was detected, and combined treatment was performed, including surgical excision of the relapse and postoperative distance
radiotherapy with a total focal dose of 66 Gy. In 2018, MPNST of the left femoral nerve was diagnosed, and the tumor was
excised. In 2020, a chest X-ray diagnosed a single focus of localized opacity in the anterior mediastinum, adjacent to the right
lung. Computed tomography (CT) was performed to further verify the neoplasm, which revealed a single hypodense focus
in the anterior mediastinum, adjacent to the right lung. According to histological examination of a tumor biopsy obtained by
transthoracic ultrasound-guided biopsy, MPNST was verified. Magnetic resonance imaging (MRI) with intravenous contrast
enhancement, including real-time MRI, was performed to assess the invasion of the mass into soft tissues and vessels and
to plan surgical treatment. The following surgeries were done: right thoracotomy, removal of a neoplasm of the anterior
mediastinum with resection of the upper lobe of the right lung, and marginal resections of the lower lobe of the right lung.
This case demonstrates a rare localization and non-standard instrumental diagnosis of mediastinal MPNST. Apart from CT
scanning, the patient underwent MRI of the thoracic organs. MRI allows assessing the invasion of the neoplasm into the
surrounding tissues. This cannot always be achieved by CT scans, including those with contrast enhancement. Invasion is an
important component in the planning of further surgical treatment tactics.

CONCLUSIONS: MPNST is a tumor with an aggressive course and a poor prognosis due to resistance to therapy. This clinical
case demonstrates a rare localized MPNST with a recurrent course and metastases to the lungs. The current radiological
methods, such as CT and MRI, may be used effectively both for diagnosing MPNST and determining the appropriate surgical
access to the lesion and the extent of surgery.

Keywords: malignant peripheral nerve sheath tumor; MPNST; mediastinal tumor; CT; MRI.
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