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BBenenue. 3j0KkauecTBEHHas] OMyXOJb W3 O0OJIOUEK Tie-
pudepnueckux nepsoB (30OOITH) — capkoma HelposKTOAEp-
MaJIbHOTO TPOMCXOXKACHUS C 4aCTOTOH BCTpedaeMocTH 5—9 %.
300IIH accouunpoBana ¢ Heiipopudpomarozom I tuma (HD1)
B 25-50 % cnyuaes.

Onucanue KJIMHMYeCKOro cjiy4as. Ilanment oOparmics
B HUM onxonorun Tomckoro HUMI] B 2009 1. ¢ xanobamwu
Ha o0BbeMHOe Oe300e3HeHHOe 00pa3oBaHue 3aHEeH MOBEPXHO-
cTH mpaBoro Oeapa. YcranosneH aunarHos: 300ITH G2 msarkux
TKaHel 3aJHel MOBEPXHOCTH IpaBoro Oejapa. BeinmosiHeHa ore-
panus «IIHPOKOe UCCEUSHHUE OIMYXOIM» C MHTPAOIIepaHOHHON
nyueBoit Tepanmeit (MOJIT) 12 I'p. C ydeToM BBISBICHHBIX
JaHHBIX (MHOXXECTBEHHbIC HEHpPO(GHOPOMBI IO XOAYy CEaIHI-
HOTO HepBa, THNHWYHBIC IUIOCKHE IHIMEHTHBIE IISITHA I[BETa
«xoe C MOJOKOM») yCTAaHOBJIEH OHArHO3 «HEWpopuOpomaTo3
I Tunay». Yepe3 Tpu roja BBISABICH MECTHBIA peuuauB. Buimnoi-
HEHa OIlepanysi «IIHPOKOe MCCEUeHHEe PEIUIUBHON OIMyXOJu»,
HOJIT 15,0 I'p. B 2014 1. BBIBICHO COMMTAapHOE METACTATH-
YeCKOoe IOpaKeHHE HIDKHEH IOJH JICBOTO JIETKOTO, NPOBEACHa
ornepanysi — aTHITMYHAST PE3eKIHs HIDKHEH 0NN JIETKOTO H
Kypchl ambIOBaHTHOI xumuoTepanuu. CIycTs OTMH TOA M-
arHOCTHPOBaHA OITYXOJIb JKENy/IKa, OCJIOKHEHHAs KpOBOTEYe-
HueM. [lanmeHTy BBIOJNIHEHA OmEpanus — TacTPIKTOMUS C
mimMpoauccekeid D2, Onmyxomnb mpeacTaBisiia MHOTOY3JI0BOH
KOHIJIOMEPAT, KOTOprﬁ TOTAJILHO IOpa)kajl KEJIYIO0K, BbIXOAWJI
3a TIpeaenbl Cepo3HOil 0000ukn Oe3 MHQMIBTPAIN COCETHIX
opraHoB. Takxe BH3yaln3UPOBAINCH YBEINUEHHBIC U TIOTHBIC
nepuractpaibHble JuMparuueckue y3ibl. [1o gaHHbIM Mopdo-
JIOTUYECKOTO HCCIIEOBAHUS, YCTAHOBJICH JHAarHO3 METaxpOH-
ot 300ITH G3 xemynka ¢ MeTAaCTaTHYECKHM MOPaKEHHUEM
ofaHOro JuMbaruueckoro ysna. B suBape 2016 T. BBISBICHO
nporpeccupoBanue 3a00IeBaHus B BH/JE METACTaTHIECKOTO MO-
pakenus OpromuHbl U aciura. CIycTd JBa Mecslla MAlUeHT
yMep OT IPOrpeccUpOBaHUs 3a00JI€BAHUSL.

3akmaiouenne. 300ITH na ¢pone HO1 npencrasuser codoit
peakoe, HO KpaifHe arpeccHBHOE 3a00J€BaHUE, XapAKTEPH3Y-
foIeecsl HeOJIAronmpHUsITHBIM MPOrHo30M. KitroueBbIMUH 0COOCH-
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Introduction. Malignant peripheral nerve sheath tumor
(MPNST) is a neuroectodermal sarcoma with an incidence of
5-9 %. Approximately 25-50 % of MPNST cases are associ-
ated with neurofibromatosis type 1 (NF1).

Case Description. A patient presented to the Oncology
Research Institute at the Tomsk National Medical Research
Center in 2009 with a painless mass on the posterior right
thigh. Diagnostic evaluation confirmed a grade 2 MPNST of
the soft tissues. The patient underwent wide local excision with
intraoperative radiation therapy (12 Gy). Clinical findings —
including multiple neurofibromas along the sciatic nerve and
café-au-lait spots — established a diagnosis of NF1. Local re-
currence occurred three years postoperatively, requiring re-ex-
cision with IORT (15 Gy). In 2014, a solitary lung metastasis
was resected via atypical lower lobectomy, followed by adju-
vant chemotherapy. One year later, the patient presented with
gastric bleeding secondary to a new tumor, requiring gastrecto-
my with D2 lymphadenectomy. Histopathological examination
revealed a multinodular conglomerate extensively involving the
gastric wall with serosal extension (without adjacent organ in-
vasion) and metastatic perigastric lymph node involvement,
consistent with metachronous grade 3 MPNST with metastatic
involvement of one lymph node. Disease progression mani-
fested as peritoneal metastases and ascites in January 2016,
leading to patient mortality two months later.

Conclusion. MPNST associated with NF1 represents
a rare, highly aggressive malignancy with poor prognosis.
Key characteristics include high local recurrence rates and
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HocTsamu 300ITH Ha ¢one HD1 siBistioTcst BbICOKas 4acToTa
PELUINBOB, 3HAYUTEIBHBI PUCK METacTa3HMpOBAHHS, BKIIOYAs
codyeraHue JTUM(POTCHHOTO M FeMaTOreHHOTO MyTeH.
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BBenenue

370KaueCTBEHHAs] OMyXO0Jdb W3 OOOJOUYEK MepH-
tdhepudeckux uHepBoB (30OIIH) — capkoma HEWH-
POSKTOAEPMAILHOTO TMPOUCXOKACHUSI W Hapsdy c
JIeOMHUOCapKOMOH, JHIocapkoMoi 1 HeauddepeH-
[IMPOBAaHHOW CapKOMOM SIBIISIETCS HanOojee pacpo-
CTPaHEHHOW CapKOMOM MATKHMX TKaHEH, 4acToTa ee
BCTPEYaeMOCTH COCTaBisieT okoimo 5-9 % [1, 2].
Pacmipocrpanennocts 300I1H B 06mieli momynsiuu
coctasiseT oguH ciydait Ha 100 000 [3]. 3mokade-
CTBEHHAS OITyXOJbh M3 O0O0JIOYEK MepUPEepUIecKuX
HEPBOB MOXXET OBITh CAaMOCTOSTENBHON WM acco-
OUAPOBaHHOU ¢ HelipodudpomaTozom I tuma (HD1)
B 25-50 % cnyuaeB [4, 5].

Heiipopubpomaros ¢on Pexnmurxaysena mpen-
cTaBisieT co0oil omHO M3 Haubojee pacmpocTpa-
HEHHBIX T€HETHYECKUX 3a00JIEBaHUN, BCTPEUAOIIIC-
ecs ¢ 4acTOTOW MpUMEpPHO ofauH ciydail Ha 3 000
HE3aBHCHMO OT TMoJia W packl [6]. 3aboseBaHue
obycrmoBieHo MytarusMu reHa NeuroFibromin 1
(NF1), xotopsle mepenarorcs Mo ayTOCOMHO-IOMH-
HAHTHOMY THITy HACJIEJIOBaHUs JIMOO BO3HUKAIOT de
Novo, 4TO HAOIOAETCS TOYTH B TIOJIOBUHE CIy4acB
NF1 [6, 7]. OcHOBHBIE KIMHHUYECKUE MPOSBICHIUI

H®1 BxirouaroT NUrMEHTHBIE IISITHA Ha KOXKE IBETA
«Kode ¢ MOJOKOM», BECHYIIKH B KOJKHBIX CKIJIaJ-
Kax, y3enku Jluma (MUrMeHTHpOBaHHAS ramapToma
paxyXHOil 000JI0YKH Ty1a3a), HEUPOPUOPOMBI KOKHU
1 omyxonu nepudepuueckux HepBoB [7, 8.

Mopdorenerndecku 30OOITH MoxHO pa3ienuThb
Ha TIEPBUYHYIO, BO3HHUKAIOIIyl0 de novo u BTO-
puunyto 300ITH, pa3BuBaromiyrocst B aOCOTIOTHOM
OOJBIMMHCTBE cydaeB W3 Helpodudbpomsl [4, 5].

ITocite mocranoBku gmarHo3a 30OITH enuH-
CTBEHHBIM PaTUKaTbHBIM METOAOM JICUCHUS SIBIIS-
eTcs Xupyprudeckas pesekuus. s TOCTHKEHHS
YCHEIIHOTO pe3yJbTara ONepaliy OMyXoJb JOKHA
OBITh TOTHOCTHIO y/ajieHa ¢ oO0ecredeHHeM JI0CTa-
TOYHOTO OTCTyNa OT €€ KpaeB (He MeHee 2 CM), Ipu
ATOM II0 JIMHUH PE3CKIINU HE JOJKHBI OTPEICIISTh-
sl 3JI0Ka4eCTBEHHBIC KIETKH (OTPHIIATENLHBIA Kpaii
pesekmun) [3].

Onucanue KJIHHHYECKOIO cay4dasi

[Manment W., 27 met, obparmics B HHAW onko-
smorun Tomckoro HUMIL B 2009 1. ¢ xamobamu
Ha 00beMHOe 0e300JIe3HEHHOE 00pa30BaHUE 33 HCH
MOBEPXHOCTH mpaBoro Oezapa. [Ipu 0OBEKTHBHOM

Puc. 1. ITo Xomy ceaiMIIHOTO HEPBAa HA BCEM HMPOTSIKEHUH
OIIPEICIISIOTCS y3JI0BbIe 00pa3oBaHusi (HUOpOMaTo3HOrO THIA 4—7 MM
B JMaMeTpe
Fig. 1. Multiple fibromatous nodules (4—7 mm diameter) distributed
along the sciatic nerve

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2025;71(6)

Puc. 2. Makponpenapar ynaJeHHOW OIyXOIM MATKMX TKaHeW Oenpa.
MHoroy310Bast OIlyXoJIb HEOJHOPOJHONH KOHCHCTEHIMU U IIBeTa
Fig. 2. Gross specimen of the resected thigh soft tissue tumor

showing multinodular architecture with heterogeneous consistency
and coloration
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OCMOTpPE Ha KOXKE€ TYJIOBHILA ONpeAessuInch Oosee
BOCHMHU THTMEHTHBIX ISTEH IBETa «Koe C MOoIo-
KOM» pa3MepoM A0 4—5 c¢M B HauOoJblIeM U3Mepe-
HUH, HE BO3BBIIIAIOIINECS Hal TOBEPXHOCTHIO KOXKH;
Ha 3a/IHEil MOBEpXHOCTU MpaBoro Oepa majbiupo-
BaJIOCh CITAa0OTOJBIIKHOE OITYyXO0JIEBOE 0Opa30BaHME
mo 12 cM 1Mo IIMHHUKY C HEYETKUMH KOHTYPaMHU.
[Tpu KoMITIIEKCHOM 00CIIEIOBAaHUN YCTAHOBJICH JHa-
rHo3: 300IIH markux TkaHel 3aIHel MOBEPXHOCTH
npasoro Oenpa T2bNOMO G2, cragus III.

[Mocne mpenornepanoHHOTO Kypca JTUCTAHIMOH-
Hoit ramma-tepanuu (JII'T) Ha oOmacTh marojoruye-
CKOTO ouara ¢ cymmapHoi owaroBoir mozoit (COI)
44 Tp, BBIIOJHEHA ONEpalus LIUPOKOE HUCCEUCHHE
OIyXOJIM C CEaHCOM HMHTPAONEPALMOHHOMN JIy4eBOU
teparmu (MOJIT) 12 I'p. Omyxonb ObUTa MpeacTas-
JIeHa HECKOJbKUMH COJMIHBIMH Y3J1aMH, HauOOJb-
U U3 KOTOPBIX pasMepoM 8 X 12 cMm joxanu-
30BajIiCsl B TOJIIE JIaTepaJbHON TOJOBKH OwuIernca
Oeapa. IIpu peBu3nu Tarxke OBUIO BBISABICHO, UTO
10 XO/y CENAIHIHOTO HepBa Ha BCEM IMPOTSHKEHUH
OTIPEEISUINCH y3JI0Bble 00pa3zoBaHus (GuOpomaros-
Horo tuma 4—7 mm B amametrpe (puc. 1, 2).

[Ipu TUCTONOrMYECKOM M UMMYHOTHCTOXUMHYE-
CKOM HCCJICZIOBAaHUM TIONYYEHBl JaHHBIC 3a IUICO-
mop¢usIit Bapuaat 300ITH G2; y3noBsie 00pa3oBa-
HUS TI0 XOIly CEJaUIIHOTO HepBa MOP(OIOTHIECKU
TIPEACTABISLTH cO00i Helpodubpomsl (puc. 3).
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Puc. 3. 3nokadecTBeHHas1 OMyXOJb U3 000J0YEK MeprpepuIecKux
HepBoB (300TITH), muieomopdHbIii BapuaHT. YMEPEHHO M BBIPAKCHHO
MOJIMMOP(HBIC KJISTKH IIEOMOP(HOro THIIA 00pasyioT BHXPEBbIC U
conuHble CTPYKTYypbl. OKpacka réeMaTOKCHIIMHOM M 903WHOM. YB. 40
Fig. 3. Malignant peripheral nerve sheath tumor (MPNST),
Pleomorphic variant. Moderately to severely pleomorphic tumor cells

arranged in whorled and solid architectural patterns. Hematoxylin
and eosin stain. Magnification: x 40

C ydeToM BBISIBJICHHBIX IaHHBIX (MHOXECTBEH-
HbIe HEUPOMUOPOMBI TI0 X0y CEIAUIIHOTO HEpBa,
TUIMYHbIE I[UIOCKME [UTMEHTHBIE MIATHA IBETa
«kode ¢ MOJIOKOM») ycTtaHoBieH auarHo3 HO1 nHa
OCHOBAaHMHU IUAarHOCTHYECKUX Kpurepues Legius u
coasT. (2021 1) [8].

B nocneonepalluoOHHOM IIEPUOAE IPOBEICHO Ue-
TBIpE Kypca aJblOBAHTHOH XUMHOTEPAITUH 110 CXEME
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MAID (ypomuTtekcan, JAoKcopyouiuH, udochamuy
1 Jakap0a3uH) ¢ MHTEPBAJIOM TPH HEJIEIH.

B xonne 2012 r. mpu KOHTpOJIBHOM 00cCieI0Ba-
HUM BBISIBJIEH MECTHBII pELUIUB OIyXOJiH. Beimo-
HEHa orepauus: MUPOKOe HCCEUEHHE PEeLUANBHON
onyxomu ¢ UOJIT 15 I'p. [lpu peBu3uu OIyXxoJb
pacrnonaranach B TOJIIE JIaTePalbHON T'OJOBKU OH-
nernca oeapa, pazmepom 3 X 4 cM, TakKe Omnpeaess-
JI0OCh MHOXKECTBO HEHpOPHOPOMATO3HBIX Y3IJIOB IO
XOIy MblllIeuHON BeTBU HepBa. [lo njanHbIM MOpdo-
morudeckoro uccienoanus, perunus 300ITH G2.

B mocneonepanoHHOM IepuoAe MpPOBEICHA
JAI'T Ha «10Xe» YIAJICHHOW OIMyXOJH, H303(QeK-
tuBHast CO/] cocraBuna 74 Ip.

B anpene 2014 r. mpu ouepegHOM KOHTPOIIb-
HOM 00CJ€JOBaHUM, 10 JAHHBIM CIUPAJIbHON KOM-
netoTepHoii Tomorpaduu (CKT) opranoB rpynHoi
MOJIOCTH, B IIECTOM CETMEHTE JIEBOTO JIETKOTO BbI-
SIBICHO 04aroBoe oOpa3oBaHHE OKPYINIOW (GOpMBI ¢
BOJIHHCTBIMH KOHTYpaMHd, MSTKOTKAHHOW TUIOTHO-
cty, pazmepom 16 x 14 mm. IlanueHTy BblIOJIHEHA
orepanusi BUACOTOPAKOCKONHMS, aTUMHYHAsl pPe3eK-
usl HIWKHEH Jonmu neoro Jerkoro. Ilpum mopdo-
JIOTMYECKOM HCCIIEJOBAHUH — BEPETEHOKJICTOYHAS
capkoMa G2, MOXET COOTBETCTBOBATH METACTa3y
300IIH. B anbploBaHTHOM peXuUME MPOBEACHO
ECTh KypcoB XxumuoTrepanuu mo cxeme MAID.

C Hauama wmroHs 2015 1. paumeHT OTMETHI
pe3koe yXyIIIEHHE COCTOSHUS, KOTJa IOSBHJIACH
BBIpOKEHHAs! CJIA00CTh, YTOMIIIEMOCTh, TOIIHOTA,
OZIBIIIIKA TP MUHUMAaJIbHON (PU3UUECKON Harpyske,
TaXUKap/us, TMOSBUIICS YEPHBIH CTYIL.

[Ipu nmocTymieHMHM B KIMHHUKY COCTOSIHUE IIa-
LUEHTa OLIEHEHO KaK CPEAHEH CTENeHH TSHKECTH.
Koka W BuIMMBIE CIU3UCTBIC ONiENHBIE, CyXHeE.
S3bIK CyXOH, OOJOXKEH XKEATbIM HajeToM. JlpI-
XaHUE IMKECTKOe, OCIabJICHO B HIDKHHX OTJeNax
clieBa, XpUMOB HET. Yacrora IbIXaTeNbHBIX ABH-
xkeHuid — 18 B MuH. ToHBI cepaua sCHbIE, PUTM
MPaBWIbHBIM, YaCTOTa CEPJIEYHBIX COKpAIICHUH —
1o 100 ymapoB B MHH, apTepHaJIbHOE AABJIEHUE —
90/60 MM pT. cT. JKMBOT y4acTByeT B aKTe JAbIXaHHS,
CUMMETpUYHBIHA. [Ipy manenanuu >xuBoTa OTMEya-
csl TUCKOM(OPT B DIIUTACTPUH, TaM K€ ONpeaes-
JIOCh OMyXoJieBUAHOE oOpazoBanue m0 10—12 cwm,
HeTnoABMKHOE. PekTanbHo: 00beMHBIX 00pa3oBaHui
HE OIPeJIeNsIOCh, Ha TepUaTKe Kajl YepPHOTO IIBETA.
[locneonepannonsblii pyoew 3aaHell MOBEpPXHOCTU
npaBoro Oenpa coCTOsITENeH, 00bEeMHBIX 00pa3oBa-
HUW HE BBISBIICHO.

B oOmeknuMHUYecKHX aHalu3ax — aHeMHs
TSDKEION cTeneHu (YpOBEHb TEeMOITIOOMHA COCTa-
Bua 47 1\1), runonporenHeMus (oOumii 6eIo0K —
50 r\i).

[lo naHHBIM BHIEOTaCTPOCKOIHMHM, BBISBICHO 3K-
30(uTHOE 00pa30BaHUE, HAUMHAIOIIEECS OT TPOK-
CHUMaJIbHOTO Kpasi >KeIyIOYHBIX CKJIAJ0K IO Iepea-
HEll CTeHKe, paclpoCTpaHsIoIeecss 00 TPaHULbI

BOMPOCbI OHKOJIOTUWN. 2025;71(6)
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CpelHE M HWXXHEH TPEeTH; MOBEPXHOCTH OILyXOJIH I[Mpu CKT opraHoB OpOIIHON TOJOCTH BBISIB-
¢ HajeToM (puOpHHA C BBICTYHAIOIIMMH PACUIMPEH-  JIEHO, YTO JKENIYAOK YBEJINYEH B 00beME M IOJIHO-
HBIMH COCyJaMd M (HUKCHPOBAHHBIMH TPOMOAMH, CTHIO BBINOJHEH OIYXOJIbIO, MPHYEM OITyXOJeBas
OCHOBAHUE OIYXOJM HE BU3YalIM3UPOBAIOCH. 3a- HMH(UIBTpaLMs paclpoCTpaHsUlaCh Ha IHIIEBOL,
ximoueHne: Omnyxonb kenynaka. JKemymouHoe Kpo-  MEUEHOUHYIO apTEpUI0 M MapeHXUMY IOKEIyJ0d-
BoreueHue Forrest IIB. Ilo pesynbraTram TUCTOJO-  HOW JKEJE3bl; TAK)KE BHU3YAJIU3UPOBAJICS KOHITIOME-
THYECKOTO MCCIIeIOBaHUsI OMONICUHHOTO MaTepuajia, paT YBEJIMYEHHBIX PErHOHApHBIX JTHUM(aTHYecKuX
HenuddepeHIMpPOoBaHHAsS CapKkoMa KEITyJKa. y3noB (JIY) (puc. 4).

' “. .

Puc. 4. CKT opraHoB OpIOIIHOW HOJOCTH MAalMeHTa. A — aKCHAJIbHAs NMpOeKIus; b — kopoHapHas mpoekuus. JKemynok yBenndeH B oObeme,
CyOTOTaIbHO BBIIOIHEH OIMyXonbio. OmyxoneBas MHOUIBTPAIHS PacIpOCTPaHsIeTCs HA MHINEBOJ, NMEYEHOYHYIO apTepHIo, KOTOpas TECHO
MPUJIEKUT K KOHITIOMEPATy YBEIUYECHHBIX JHM(ATHUECKUX Y3JI0B
Fig. 4. Abdominal CT imaging of the patient. A — Axial view; b — Coronal view. The stomach is markedly distended and subtotally
replaced by tumor. Tumor infiltration extends into the distal esophagus and involves the hepatic artery, which is closely associated with
a conglomerate of enlarged lymph nodes

[*=

Puc. 5. Makponpenapar ynajeHHOU oryxoiu sxeiyaka. OImyXolsib TOTAJIbHO [OPAXAET HKENYIOK OT KapJuM [0 MHJIOPOAHTPAJILHOTO OTAENA,
MHOTOy3710Bast popma, ¢ M3bA3BICHUEM, IIPOPACTACT BCE CIOM. A — BHJ CHapyXu; b — Bua co CTOpPOHBI CIM3HUCTOM; B — Ha paspese
OITyX0JIb OesIecoBaToil CONMMIHON CTPYKTYpbl CAPKOMATO3HOTO THIIA
Fig. 5. Gross specimen of the resected gastric tumor. The tumor extensively involves the entire stomach from the cardia to the pyloroantral
region, demonstrating a multinodular configuration with ulceration and transmural invasion. A — External surface view; b — Mucosal
surface view; B — Cross-section showing whitish, solid sarcomatous tissue
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Puc. 6. 3nokauectBeHHast onyxonb U3 obonouek nepudpepuyeckux HepBoB (3OOITH) xemynka, mieoMopdHbIi BapuaHT. A — YMeEpeHHO
MOJUMOpP(HEIE KISTKH 00pa3yloT CONMIHBIC H albBEOJBIPHBIE CTPYKTYPHI B PHIXJIOM YMEPEHHOM MAaTpPHKCE COOCTBEHHOIl IUIACTHHKH CIU3HCTON
00os0ukH xemyaka. OKpacka reMaTOKCHIMHOM M 303MHOM. YB. 20; b — Slapa yacTi OImyXoJeBBIX KIJIETOK sKcrnpeccupyroT mapkep S100.
VIMMyHOTHCTOXMMHYECKAsI PEAKIHsl OITyXOJIEBBIX KIETOK C MOHOKJIOHAJBHBIM aHTUTEIOM. YB. 40
Fig. 6. Malignant peripheral nerve sheath tumor (MPNST) of the stomach, pleomorphic variant. A — Moderately pleomorphic tumor cells
arranged in solid and alveolar patterns within a loose, moderately dense matrix of the gastric lamina propria. Hematoxylin and eosin stain. Original
magnification: x 20; b — Immunohistochemical staining demonstrating S100 protein expression in tumor cell nuclei. Original magnification: x 40
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ITo JaHHBIM KOMIIJICKCHOI'O 06CHGIIOB21HI/I$I, npu-
3HAKOB PEIHINBA CAPKOMBI MATKHX TKaHEW Oefpa u
METacTaTU4YEeCKOTO0 MOPaXKEHUSI HE TOIYy4EHO.

[Tocne npenonepallmOHHON MOATOTOBKH BBINOJ-
HEHa Omeparus — TacTPIKTOMHUsSI C JTUM(POTUCCEK-
nueit D2. Ilpum peBU3uM OIMyXoib IpeACcTaBIsia
c000¥ MHOTOY3JIOBOI KOHIJIOMEpAT, TOTAIBHO Topa-
JKAIOIINH JKETYJIOK OT KapUalbHOTO /10 THJIOPO-aH-
TPaANBHOTO OT/ENa, KOTOPBHIM pachpOCTpaHsICs 3a
npeaessl Cepo3HO 000moukn 0e3 MHOUIBTpaluu
cocemHuX OpraHoB. Takke BH3yaJlM3WPOBAJIHCH
YBEJIMYCHHBIE W IUIOTHBIC Iepuractpaibabie JIY
mo 1 cm (puc. 5).

[lo maHHBIM MOPQOIOTHUECKOTO HMCCIIETOBAHHUS
ynanenHou omyxonu: 300IIH G3 ¢ meracraruye-
CKHM TopaskeHueM oxHoro JIY (puc. 6).

Takum 00pa3oM, YCTaHOBIIEH JMarHo3 Me-
taxponnas 300ITH Tena xenynka pT2bN1MO G3,
craauga I11.

[TocneonepalliOHHON MEPUOA OCIONKHUIICSA pa3-
BHUTHEM HEKpo3a celle3eHKn (0e3 TpH3HAKOB WH-
(uMpoBaHusi), IKCCYJaTUBHBIM IUICBPUTOM CIICBa,
HW)KHEJI0JIEBON MTHEBMOHHWEH cieBa, (popMHupoBaHU-
eM HMH(HUIMPOBAHHOTO 3aTeKa B 00JAaCTH CTOSHHS
JIpeHa)ka B MpaBoM Toxapedepbe. BrimonHsioch
MyHKIIMOHHOE JIPEHHPOBAaHWE 3aTeka W KOHCEpBa-
TUBHasg TEpalus, KOTOPbIC IMO3BOJIWIN KYIHUPOBATH
BO3HUKIITNE OCIIOKHEHHMS.

B approBaHTHOM pekuMe MAIUEHTY MPOBEICHO
yetbipe Kypca [IXT mo cxeme remiuraOuH/mole-
TakceJ, JICYeHHEe TIepeHeC YIOBIETBOPUTEIHHO.

B HOs10pe 2015 1. ObLTO TIPOBEIEHO KOHTPOJIBHOE
oOciemoBanre, MPU KOTOPOM TPU3HAKOB IIPOTpEC-
CUPOBaHUS HE OBLIO BBHISBIICHO.

B sHBape 2016 T. BBIIBICHO TPOTPECCHPOBAHUE
mporecca B BUAE METACTaTHUECKOTO IOPAKSHHS
OpIOIIMHBI C Pa3BUTHEM acluTa, 1O IOBOAY KO-
TOPOTO HEOIHOKPATHO BBITIONHSIICS JIAITapOIICHTES.
C YUCTOM TAXKCCTU COCTOAHUA, IMTPOBCACHUC CIICIU-
aJBHOTO JIEYEHHUS TIOKAa3aHO HE OBLIO, M CITyCTS JBa
Mecsla NalueHT yMep OT IMPOrpecCUpOBaHUS 3J10-
Ka4eCTBEHHOTO TpoIiecca.

O0cy:xnenue

31I0KauecTBEHHBIC OITyXOJMU O000JI0YeK Tepude-
puueckux HepBoB (300IIH) cocrasmsror 5-10 %
Bcex capkoMm MsTkux Tkaned [1, 3]. 300IIH game
BCTpeYaeTcs y MYX4HH, ¢ TIpeoOiajaHieM CITyJyacB
B Bo3pacTHOU rpymme ot 20 mo 50 xmer [4, 5, 9].
Omyxonp XapaKkTepu3yeTcs TIIyOOKOH JIOKan3aIuei
U MIPEUMYLICCTBEHHO MOPaKaeT KOHEYHOCTH. Pexe
BCTPEYAIOTCS] TOPAKEHUS TYJIOBHIIA, TOJIOBEI U IIEH
4, 5, 9].

Knuanveckne n Mopgonoruyeckiue 0coOeHHO-
ctu 300IIH BrimrowaroT mnpeoOiajaHue KIIacCH-
yeckoro BapuaHTa omyxonu (80-85 % ciydaes),
HapsTy ¢ AMUTETHOUAHBIM (5—17 %), MenKoKpyTIo-
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KJICTOYHBIM, TUICOMOP(HBIM (aHATIACTUYECKHM) U
MUKCOUJHBIM BapuaHTamu [1, 2, 4, 10].

300IIH xapakTtepusyercs arpecCHUBHBIM Tede-
HHUEM, YTO OTPa)KaeTcsl Ha [10KA3aTelsIX MATUIETHEH
BBIKHMBAaEMOCTH, Bapbupyromux ot 26 1o 60 %, ya-
crora penuauBoB gocturaet 40-65 % [4, 5].

300ITH MoxxeT BO3HHMKAaTh KakK CIIOPAIUYECKU B
oO1iei momysiiuu, Tak U B acconmanuu ¢ HO1 (o
50 % cnyuaes). ¥ nauuentoB ¢ H®1 3HauurenbHo
Bbie puck pasputus 300IIH B TeueHue ku3Hw,
a MPOTHO3 Y JTAHHOW TPYMIBI MAIMeHTOB, KaK Ipa-
BWJIO, MeHee OmaronpusiTHbIM. COIacHO JaHHBIM
MHOTOYHCJICHHBIX HUCCIIEIOBAaHUM, MATHIETHSS BbI-
’)KMBAaeMOCTh B ciydae ¢ accoumauuein ¢ HO1 co-
craBiger 16-38 % mno cpasBuenuto ¢ 42-57 % mnpu
CIIOpaTuIecKoM BapwaHTe Tedenus [3, 6, 7, 11].

Huarnoctuka 30O0IIH ocrtaercst crnoxxHoOl 3a-
Jadeil, MOCKONBKY 3Ta OIyXOJib BHEIIHE IOXO0XKa
KaKk Ha HeHpohuOpOMBI, TaK M HA CAPKOMBI M-
KUX TKaHed. [[ns onpeneneHust pazmepa onyxoJd U
CTEIIEHH €€ MHBAa3UM OOBIYHO MCIIOJIb3YIOTCS TAKHE
METOIbl BU3YaJIN3allH, KaK KOMIBIOTEpPHAs M Mar-
HUTHO-PE30HaHCHas ToMmorpadus, a MO3UTPOHHO-
SMHCCHOHHAsI ToMorpadus mokasajia Ooyiee BbICO-
Kyl0 S(QQEeKTHBHOCTh B pa3iMYCHUU JT0OpoKade-
CTBEHHBIX U 3JIOKaUECTBEHHBIX 00pa30BaHUIL.

B naHHOM KIMHHMYECKOM ciyd4ae IOcie KOM-
IUIEKCHOTO OO0CIIeI0BaHUsl IALMEHTa YCTAaHOBJIECH
nuarto3: 30O0ITH msrkux TkaHed 3aaHel MOBepX-
Hoctu mpaBoro Oeapa T2bNOMO G2, cramus 111
VY mamyeHta ¢ y4eToM KPUTEPUEB IUAarHOCTHKH,
PEKOMEH/IOBAaHHBIX MeXTyHapOIHBIM KOMHTETOM
9KCIIEPTOB yCTaHOBJICH AWArHo3 HeipodudpoMaTos
I Tvma: Ha KOXKe TYJIOBHIIA ONPEACISINCH MUTMEHT-
HBIE TISTHA 710 4—5 cM B HaumOONbBIIEM H3MEpPEHHUH
1BeTa «koe ¢ MOJIOKOMY, HE BO3BBIILAIOIINECS HAll
MOBEPXHOCTRIO KOXHU (Oonee §); MHOKECTBECHHBIC
HeHpo(hUOPOMEI TTO X0y CETalUIIHOTO Hepsa [8].

300IIH kpaiiHe peako BCTpEYaeTcs B IKely-
JOYHO-KUIIEYHOM Tpakre. KinmHuueckass KapTHHA
300IIH B sTOHf 00MacTH MOXKET BKJIIOYATh KpO-
BOTE€UCHNE WJIM OOCTPYKIMIO, OJHAKO damie 3a60-
JieBaHUE NPOTEKaeT OECCUMITOMHO, B OTIMYME OT
JIPYTHUX OITyXOJiei, CONpPOBOXKIAIOIINXCS OOJIEBBIM
cuaapomom [12].

B MupoBoil nuTeparype BCTpeuaroTCs JIMLIb
enuHnuYHble KimHndeckue Habmromenns 30O0IIH c
nopaxeHueM kenyaka. Hampumep, H.S. Hwang u
coaBT. onyOnukoBaiu B 2022 I. KIMHUYECKHUH CITy-
yail [13] 47-nerHero myxuunbl ¢ HO [ Tuna, y
KOTOPOTO IMPOM30LLIO0 KPOBOTEUEHHE U3 CyOamuTe-
JTUATBHOTO O0pa3oBaHUs B kemyake. [lanmeHT ObLT
B3ST B OIEpalMoHHyl0 ¢ mnopo3penueM Ha ['MCO
(racTpoMHTECTHHATBHAS CTPOMAJIbHAS ~ OIYXOJIb).
[Ipu peBusnm ObUTM OOHApYXEHBI KPYIHBIE Cy0d-
MUTENUANbHbIE OIyXOJEeBbIe Y3Jbl pa3MepoM 5 H
4,2 cM ¢ nHBa3uel B cene3eHKy u auadparmy. [la-
LUEHTY Obla BBHINOJIHEHA paJHMKaibHAs TaCTPIKTO-
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MU, CIUICHIKTOMUS, pe3eKius auadparmMbl 1 aTH-
MUYHAsl PE3EKLUs HIKHEH JONM JIEBOTO JIETKOIO.
B mpencraBieHHOM ciyyae, HECMOTpPsSI Ha IIOJIHOE
XUPYPruueckoe YIaJeHHE OIyXOlH, JIOCTATOYHO
OBICTPO OBUIM TMArHOCTUPOBAHBI METACTa3bl B TiE-
YeHb M MMIUIAaHTAIIMOHHOE IOpPaXCHHE OpPIONINHBI.
[TanuenT ymep ot cucteMHOW MHPEKIUH, HECMOTPS
Ha MpPOBEJCHHE XUMHOTEpAllMd W BTOPOH IJUHHUU
UMMYHOTEpANuy, 4TO IOJYEPKHBAaeT HeOJIaromnpu-
SITHBIA TIPOTHO3 IMPU JTAaHHOM 3a00JIeBaHUU.

W. Cui u coasr. B 2023 1. mpeacTaBUiIN KIH-
HUYECKUH clydail S58-71eTHero maunueHra ¢ 3J10-
KaueCTBEHHON OMyXONblo M3 000J0YKH Tepude-
pudeckoro HepBa kemynka [14]. IlammeHT OBIT
TOCIHUTAIM3UPOBaH C KanobaMu Ha TUCKOM(OPT B
BepXHeW yvacTtu kuBoTa. [IpU racTpockonuu BbIsB-
JIEHO KpPYMHOE SI3B€HHOE MOPAKEHHE >KEIyJKa, IO
pe3yabpraTaM OHOIICHU TONyYeHBI JAHHBIE 33 3710-
KaueCTBEHHYIO BEPETCHOKJIETOUHYIO OmyXxojb. Ilpu
NPOBEJCHUN TIOJHOTO OOCIIEIOBaHUSI C HCIOIB30-
BAaHMEM METOJOB BH3yaJIM3alUU CIECHUPUIECKUX
MaTOJIOTHYECKUX H3MEHEHUIl B JpPYrHX OpraHax
He BbIsIBIeHO. [lammenTty Obuta BBITIONHEHA CyOTO-
TaJbHAsl TaCTPIKTOMUS, YCTAHOBJCH IMArHo3 Iep-
BuyHoit 30O0IIH sxenynka. B teuenne 2,5 ner Ha-
OJNIOZCHUS TOCIE ONEpaluy MPHU3HAKOB PELUANBA
3a00J1eBaHMsI HE BBISBICHO.

YacTtora MeTacTa3MpOBaHUS 3JI0KaYeCTBEHHON
omyxonu obonouku nepudepuyeckoro Hepsa (30-
OIIH) B JIY, MO AaHHBIM Pa3IWYHBIX ABTOPOB, KO-
nebnercs ot 0,6 o 10 % [1, 3]. G.J. Godfrey u
coaBT. (2010) momuyepkuBarOT BaKHBIA (DakKT: Mo-
paxenne auMbarnaeckordr cuctemsl mpu 30O0ITH
MPaKTUYECKH BCErNa CONPOBOXKJIAETCS T'eéMaTOoreH-
HBIM MeTacTazupoBaHueM [15]. B nmureparype mme-
IOTCSl JIMIIb €AWHUYHBIC OIMCAHUS U30JIMPOBAHHBIX
metactazoB B JIY nmpu 300IIH.

Taxum 00pa3oM, ONMMCAaHHBIA KIMHHYECKUN CITy-
yait 300I1H xenynka mnpeacraBiser coOoW Kpai-
HE peaKoe HOBOOOpPa30BaHUE, KOTOPOE Halle BCEro
pa3BuBaeTCsi B MSTKUX TKaHSIX. VICKIIOYMTENBEHO
pEeIKUM SIBISIETCSl COYETaHWe C JUMQOTeHHBIMH
MeTacTa3zaMM M TOPaXEHHEM MSTKUX TKaHEH, 4To
TpeOyeT auddepeHanuu ¢ MyJabTU()OKATBHBIM
IPOLIECCOM M METacTasupoBaHHEM. B naHHOM KiM-
HUYECKOM ciy4ae OCOOBbIi MHTEpeC NpelCcTaBiseT
(hakT M30MMPOBAHHOTO JTHM(OTEeHHOTO MEeTacTa3u-
poBanusa 30OIIH >xenynaka, 4To CBUAETEIBLCTBYET
0 HeONaronpusiTHOM NMPOTHO3e 3a00JeBaHUs U ObI-
CTPOM IPOTPECCUPOBAHMU 3J0KAYECTBEHHOIO IPO-
Hecca y naiueHTa.

3akiaouenue

370KaueCcTBeHHAsI OMyXOJIb M3 O0OJOYKH TIepH-
(heprueckoro HepBa Ha ¢oHe HelpodubOpomarosza
I Tuma npezncrapiseT co0OM peakoe, KpaiHe arpec-
CHBHOE 3a0oJieBaHWe, XapaKTepu3yromeecs HeOma-

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2025;71(6)

rOnpUATHBIM TIporHO30M. [lanmentsl ¢ HO1 umeror
NoBbIIEHHBIN puck pa3zsutus 30O0IIH, nmpu stom
OIyXOJIM, BO3HHUKAIOIIUE y ITOH KaTeropuu Oo0Jb-
HBIX, 3a4acTyl0 UMEIOT 00jiee arpecCUBHOE TE€UEHHE
U XyALIWE TO0Ka3aTesld BBLKHBAEMOCTH IO CpaBHe-
HHUIO CO CIIOPAIUYECKHUMH CITy4asMU.

KitoueBeimu ocobenHoctsimu 300ITH Ha done
H®1 sBnsioTcst BhICOKas 4acToTa PELUIUBOB, 3HA-
YUTEIbHBIA PUCK METacTa3WpOBaHM, BKIIOYAs CO-
YyeTaHne JMM(OTeHHOTO U TeMaTOreHHOro MyTeH, U
CIIO)KHOCTh PaHHEW JNUArHOCTUKU 3JI0Ka4€CTBEHHOU
TpaHcpopManuu HeHpohuoOpoMm.
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