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Pestome

3n10KayecTBEHHbIE 0MyX0/v 060M104eK Neprthepruyeckux HepBoOB OTHOCAT
K CapKOMaM MSFKUX TKaHe#, KOTopble Pa3BUBAKITCS U3 KIETOK 000104eK
nepudepuueckux Hepaos (T. Hirose, B. Scheithauer). [laHHble onyxonu
XapaKTepu3yHTCs arpeccuBHBIM POCTOM C HEBNArONPUATHBIM UCXOL0M

1 MOTYT pa3B1BaTLCA de NOVO UM MyTeM 03/10Ka4eCTBIEHUS LBAHHOMBI,
HEMpOUOPOMbI UNM FaHITIMOHEBPOMBI.

B cTatbe aBTOpbI NpeacTaBwM HabmtoaeHue NaLmeHTa Co 310Ka4eCTBEHHbIM
HOB00OPa30BaHMEM 0005104eK NepUdEPUYECKIX HEPBOB NPABOMO Nyieva.

KniouyeBble cjioBa: 3/10KayecTBEHHasA HEVIPO¢)VI6POM3, HeVIpOFEHHaﬂ CapKoMa, 3/10Ka4eCTBEHHaA onyxoJib obonoyek nepmbepwquKMX HepBOB
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CLINICAL CASE

Malignant tumor
of the peripheral nerve sheaths of the right shoulder
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Summary

Malignant peripheral nerve sheath tumors are soft tissue sarco-
mas that develop from peripheral nerve sheath cells (T. Hirose,
B.W. Scheithauer). These tumors are characterized by aggressive
growth with an unfavorable outcome and may develop de novo or

through malignant transformation of schwannomas, neurofibromas,
or ganglioneuromas.

In the article, the authors presented a case of malignant neoplasm of
the peripheral nerve sheaths of the right shoulder.
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BBengenue

TepMuH «3710KadeCTBEHHAS OMYXO/Ib U3 000/104eK meprdepn-
YeCKMX HEePBOB» B HACTOAIlee BpeMs IPUHAT BMECTO paHee
UCIIONIb3yeMbIX Ha¥IMEHOBAHNIL: 37T0KaYeCTBEHHA s IIBAHHOMA,
Heilpodubpocapkoma u HeiiporeHHas capkoma [1]. 300ITH
3aHMMaeT 6 MeCTO IO PaCIPOCTPAHEHHOCTY CPefiii CApKOM
MATKUX TKaHEN 1 COCTaBIAIT 5-10% oT ux obmiero ymcna.
YacToTa BCcTpedyaeMoCTy — 1 ciyyait Ha 1 M/IH HaceleHU
B rofi. Oxono 50% cnyyaes 3OOITH ocnoxxHA0TCA OTHaneH-
HBIM METACTa3sMpPOBAHMEM B TeUeHMe 2 JIeT I10C/Ie YCTAHOBKM
nuarHosa [2].

B 50% 30ITH acconumpoBaHbl ¢ CMHAPOMOM Helipopubpo-
MaTo3a I TuIa u 0 CTPOEHNI0 HATOMIUHAIOT IIIeKCU(POpM-
Hble Heilpodubpomsl. B 40% cinyvaes 30OITH BosHukaror 6e3
O4YEeBUJHOI IpeJpaciooXeHHOCTH, a B 10% — mocne papuo-
Tepanuy. OnucaHpl pefikue cayyan BosHukHoBeHnA 3OITH
Ha (poHe LIBAaHHOM, FaHI/IMOHENPOOIACTOM/TAHITIIOHEBPOM,
¢dbeoxpomonurom (1, 3].

ITo noxanusanuyu 3OITH vae Bcero nopa>katoT HepBHbIE
CIUIETEHU I BEPXHUX KOHEUHOCTeN!, BepXHell II0TI0OBMHBI TYJIO-
BMIIA, MAJIOTO Ta3a, peXke I0OKa/IM3yIOTCA B IapacMHAIbHOI,
mapaBepTeOpanbHON 06/1aCTAX @ YACTOTA BCTPEIAEMOCTH
3OO0OIIH nHTpaKkpaHnaabHOI J0Ka1M3aL NN B MUPOBOIL 110-
IyIAINU COCTaBnsAeT MeHee 5% [1, 4, 11]. B otmenbHbIX co-
OOIeHMAX UMEIOTCS YKa3aHNUs Ha MHTPAMeY//IAPHBII POCT
30ITH B BelecTBO CIMHHOTO MO3ra [5].

Knnunyeckas xaptunaa 30ITH o6ycnoBena mporpeccupy-
IO MM POCTOM HOBOOOPA30BaHMS C BOSMOXKHBIM Pa3BUTIEM

Knunanyeckuii cnyvait
Pe6eHok B Bo3pacTe 8 jieT TOCHUTAIM3UPYETCSA B OHKOreMa-
TOJIOTMYEeCKOe OTJIeNIeHNE.

AnamHes 3a6oneBanus: B nione 2017 roga nepenec OPB,
nednnuck amOynaropHo. 12 uioss 2017 roga Mama obpartuia
BHUMaHNe Ha OITYXO/IeBUAHOE 06pasoBaHIe pasMepoM 3—4 cMm
B AMaMeTpe, 6e360/1e3HEeHHOE, ITIOTHOJ KOHCUCTEHIINY — [IOC/Ie
orbIxa Ha Mope. Jleunsics aMOy/TaTOPHO 110 MEeCTY JKUTE/IbCTBa:

IIpu nepBuvaHOM O6OpamieHNN:

CocrosiHne CpeﬂHeﬁI TAXECTU 11O 3a6OHeBaHI/IIO, CaMOYYyBCTBME
ynoBeTBoputenbHoe. KocTHO-MbINIeuHas cucTeMa 6e3 BUu-
Moii matonorun. Kok Hbie TIIOKPOBbBI 6H€JIHO-p030BI)Ie, BJIaJKHBIE,
yuctbie. OTekoB HeT. CIU3UCTbIE 6HeHHO-pO3OBI)Ie, YMCThIE,
B/Ia)KHbIE. 3eB 6e3 BOCIaJIUTENIbHbIX ABAeHMI1. B o6macTn

B xone mpoBeeHHOTO 00C/IEOBAHYS:

o Bananuse xposu: 9p-4,90x10"2/m; Hb-114 r/m, netix.-6x10°/1;
Tp-232%10°/1, 1-51%, 11-2%, M-5%, c-41%, 3-1%, peTukyn-1,7;
€03-13

o Buoxummnueckuit ananus Kposu: Gunupy6uH-5,6 MKMOJIb/T;
AJIT-21,3 en/n; ACT-66,5 en/n; obur.6enox-71,4 r/mn;
JIIT-251,5 en/n; kpeaTnHnH-50,6; MOYeBMHA-3,2 MMOJIb/IT;
Cpb-0,21 mr/m; riroxo3a-4,15 MMonb/m; amunasa-42,6 en/n

o VI®A xposu k AT x BY, BI'C, HbS Ag - He 06HapyXeHbI

o Penrrenorpadusa OI'K: 6e3 rpy6oit BUEMMOII IIaTONOT UM

o Y3M OBII - 6e3 ocobeHHOCTEI

o Y3/ nepudepudeckux n/y: B MOSMBILIETHON 1 TAXOBOIL
obmacty crpasa o 10-20 MM; CHUIKEHHOI 9XOT€HHOCTI,
OHOPOAHbIE 10 CTPYKTYpe; npu LI TK KpoBOTOK HECKONIBKO
yCcUJIeH B BOPOTaxX HEKOTOPbIX /1/y3nos. CpaBa Ha Iije-
4e OIIpefle/IfAeTCA PE3KO CHUXKEHHOI 9XOTeHHOCTH J1/y3el

HEBPOJIOTMYECKUX CMMIITOMOB. B clyyae mapacnmHaabHO
nokamsaryu 3OITH MoryT BO3HUKATb pafguKysapHble 6omu [1].
Pacnpocrpanenue n metacrasuposanue 3OITH saBucur ot
crenenn fudGepeHINPOBKY U MOXKET UATI [0 IPOXO/DKEHUIO
HEePBHBIX CTBOJIOB U TéeMAaTOTEHHO. B OT/Ie/IbHBIX KIMHIMYECKUX
paborax y 20-25% maumeHTOB ommcaHbl Metactassl 30ITH
B Ierke [6, 7]. B coBpeMeHHOI TuTepaType MMEIOTCS HeMHOTO-
YIC/IEHHbIe MyOIMKanuy KInHndeckux Habmogennit 30ITH,
B TO BpeM: KaK ONVCaHNA CeKI[IOHHBIX CTyJaeB eAMHIYHEL [8, 9].

Knuunueckast kapruna 3abonesanus 3OITH moxer MaHu-
decTnpoBaTh pa3BuUTUEM 60JIEBOTO KOPEIIKOBOTO CUHIPOMA,
TaKMM 00pa3oM, HAIIOMIHATD APYT¥e HaTOOTNIeCKue IPo-
1[ecchl (0CTEOXOHAPO3, MIa3MOIIMTOMA, OITYXOIN KOCTHO
TKAHN), a ITOCTIeAYIOIINIT MHPUIBTPATUBHBIN POCT OMYXOIN
B OKPY’KalolIJie MATKIe TKaHU 1 I03BOHOYHBII CTOIO MOXKeT
3aTPYLHUTD IPABUIbHYIO IPVKM3HEHHYIO IMATrHOCTHKY.
B aT011 CBA3M Ba)XKHBIM ABJIAETCSA CBOEBPEMEHHOE BBINIONHE-
Hye MPT-nccnenoBaHus, OMOIICUM OIYXON C TOC/IEN Y OIIM
MMMYHOTMCTOXMMMYECKUM UCCIefJOBaHNEM, KOTOpbIE T03BO-
JIAT YCTAHOBUTD AMATHO3, O 4YeM CBUAETE/IbCTBYIOT JaHHbIE
nureparypsl [10, 11]. B cBsi3u ¢ peAKOCTbI0, 0COOEHHOCTIMM
nokanusauyy 30ITH B mapacnmuHanbHOI 06/1acTH, GBICTPBHIM
MHQUIBTPATVBHBIM POCTOM U TeMaTOTeHHOI AYICCeMMHaIIVel
BO BHYTPEHHINE OPTaHbI, TPYAHOCTAMU €€ IPYKU3HEeHHOI
AMarHOCTMKM, IPUBOJUM COOCTBEHHOE CEKI[MOHHOE Hab/IIo-
HeHue ¢ MOPQPOIOrMIEeCKUM U UMMYHOTMCTOXUMUYCCKIM
OTIMCAHUEM.

aHTHOaKTepyaabHas Tepalus, TuKonuy, 6es acexra. Pebe-
HOK ocmotpeH remaronoroM JJOKB r. Benropopa, Hanpasien
Ha CTallIOHapHOe 00C/IefoBaHMe U JIeYeH e C XKanmobaMm Ha
OIIyXO/IeBUIHOE 06pasoBaHyie IIPaBOro Ijeda.

V13 anaMHe3a XXM3HM M3BECTHO, 4TO pebeHOoK oT 1 Hepe-
MEHHOCTH, IIPOTeKaBIell 6e3 maronornu, 1 CPOYHBIX POLOB.
HanpHeimmnit aHaMHe3 KM3HU He OTATOIIeH.

IpefIIeybs CIpaBa MajIbIUPYeTCs 11/y3e, 6e300/1e3HeHHbII,
IJIOTHOJM KOHCUCTeHLuM oKono 3—4 cMm B guamertpe. Ilog-
YeIIOCTHBIE JI/Y37IBI 10 2 CM, TIOABIKHbIE, 6e300/Ie3HEeHHBIE.
ITo ocTanbHBIM OpraHaM u cucremaM 6e3 rpy6oit BUBMMOII
IaTO/IOT M.

23X12MM C 9Y€TKMM ¥ POBHBIM KOHTYPOM, OLHOPOMIHBIII 110
CTPYKTYypE.

o Ha 2 cyTku npoussefeHa NyHKI[MOHHO-aCIMPAIMOHHAA
6uoncusA MpaBOCTOPOHHETO IledeBoro j/ysna. Ilo maH-
HBIM IMTOJIOTMYECKOTO MCCIENOBAHNA ITYHKTATa n/ysna:
B IIpefieNiaX MCCIeNyeMOro MaTepuaa Cpeiu 57IEMEHTOB
KpOBI BCTPEIAIOTCA €AMHNIHDIE KTIETKY, IOAO3PUTEIbHDIE
Ha 3JI0Ka4eCTBeHHbIe (HeOOXOLMMO TUCTONOTHYECKOe UC-
CIeJOBAHNeE).

e B nunamMuke mpomnssefieH onepaTuBHOE BMENIATENbCTBO:
y#a/leHye OITyXO0/IeBUHOT0 00pa30BaHM A IIOJ AHECTe3NelL.
[Tepenec xopomo. ITo aHHBIM IMCTOIOTMYECKOTO UCCIIENO-
BaHus ot 02.08.17 r: Makpo — paccedeHHblIii IOIePeK y3el
pasmMepoMm 2x1,5cM, IIOTHOV KOHCUCTEHIIUN, B KaIICyJIe.
Ha paspesax Tkanb ceporo nsera. MUKpo — TKaHb y3ia



ABYXKOMIIOHEHTHAas: BEpETCHOKJIETOYHAA VI MUKCOMTHAA.
YaacTku ¢ I‘YCTOI?I K/I€TOYHOCTbBIO YEPENYETCA C PBIXTIBIMU
MaJIOKJIETOYHbIMU. B HEKOTOPBIX ITOIAX 3pE€HNA KaIllCylaa
YTO/IIE€HA, OIIyXOjIeBas TKaHb IIPOPACTaeT B CKEJIETHYIO

MYCKY/IaTypy.

3axmoueHne: MOpGOIOrdecKas KapTHHA COOTBETCTBYET
9MOPUOHAIBHON PabIoMMocapKoMe.
o CKT c 6omrocubiM KoHTpacTpoBanyeM OI'K n 6prorHoii
nonoctu PT.

JononHuTenbHOE ONMICaHMeE:
B npenapaTax myHKTaTa KOCTHBII MO3T — KJIETOYHBIIA, 110-
MMMOPGHBIN, TPeiCTaBIeH KIeTKaMy BCeX POCTKOB KOCTHO-
MO3TOBOTO KPOBETBOPEHM A HA PA3HBIX CTAMAX CO3PEBaHMUA.
bnacrupie xnerkn 0,25%. I'panynonnTapHbIil pOCTOK C 3a-
IepXKKoii co3peBaHusA. JInMQOUUTAPHBI POCTOK HEMHOTO
paciuIpeH. DpUTPOII0I3 IO HOpMOGIACTHOMY TuITy. Meraka-
PMOLIMTAPHBII POCTOK B IIpefie/lax HOPMbI, PyHKIIMOHAIbHO
aKTUBHBIIA, IPEICTaB/IeH KJIeTKAMU PAa3HOI CTeTIeHY 3pe/IoCTH,
C OTIIHYPOBKOIT TpoM6b01MTOB. IIpn 0630pHOIT MUKPOCKOINN
IpernapaToB 0OHAPY>KeHbI KJIETKM CTPOMbI K/MO3Ta, KJIeTKNI
JKMPOBOJI TKaHU, Makpodaryu, TpoMOOLUTHI B CKOIIJIEHUAX,
e/IMHIYHbIE Pa3pylIeHHbIe KI€TKY, e[MHIYHbIE «TON0AJep-
HbI€» 3/IEMEHTHI.

MPT 6pIonIHOI IOIOCTU € KOHTPACTHBIM YCH/IEHUEM: I1aTO-
JIOrM4ecKuXx u3MeHeHnit MP-curuanos He BbIABI/IEHO.

O6cyxaeHne
300IIH - penkas onyxonb, BOSHUKAIOIIasl U3 IIBAHHOB-
CKMX KJIETOK MUE/IMHU3VMPOBAHHOI HelTpanbHOI 060/104-
k1 HepBOB [8]. OHa cocraBnsier 5% ot obuiero yncna [10].
ITo noxanmusanuy 310KavecTBEHHas HellpoIeMMOMa 4allle
BCETO ITOpa’kaeT HepBHbIE CIVIETEHMA BepXHeEN ITOTOBUHBI
TY/IOBM1IIA, 1€V, BEPXHIX KOHEYHOCTEI, MaJIOro Tasa, peke JIo-
KaJIM3yeTCsl B IapaciyHa/IbHOII U ITapaBepTeOpaIbHON 06/1acTsX.
Omnucann kmunandeckue crydau 3OOIIH ¢ meracraTuye-
CKUMU HOPaXXeHMIMM JIETKOTO, MIOKap/ia, TapaHeppanbHOi
JKMPOBOIJI KJIeTYaTKM CIIpaBa U CJieBa, TapalaHKpeaTnyecKoil
>KMpoBoit kneryatky [11, 12]. Takoke M3BeCTHBI CTAThY O Ia-
nuenrtax co 3OOIIH perponapueraabHOro pacnonoXeHus

3akiaouyeHne

BslmreomnncanHoe KIMHIYECKOe HAOMIOAEHE JeMOHCTPUPYeT
cnoxxnoctu B guarnoctuke 3OOIIH npasoro nneya. Ko-
JI0CCa/IbHOE 3HAYEHME B JIeYEeHNI JAHHO IAaTOJIOTUY MIMEET
oIlpefie/ieHe Ha JOOIIePAIlIOHHOM 9Talle B3aMOOTHOILIeH ]
OITyXOJIM CO BCeMM ONM3IeXAI UMY OPraHaMy 1 COCY/aMU
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Ha ypOBHe XMBOTa He fuddepeHnpyeTcs.

B manbHerieM nposefieHa KOHCY/IbTalMs Bpaya OHKO/IOTa
OI'bBY «HHIIII um. [I. PorayeBa» — o JaHHBIM 3aK/II0YEHN
y pebeHKa 1MeeT MeCTO 3/10Ka4eCTBEHHAsI OIYXO/Ib 13 060710-
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CumuTHrpad st KOCTeil CKeleTa C TeXeHIeM: YIaCTKOB Ii-
nepdukcanyy POIT B KOCTHY0 TKAHb He OTMEYAeTCsI, IIOBBIIIEH-
Hoe ¢usnonornyeckoe HakonnaeHye POIT B pocTKOBBIX 30HaX.

B panbHeitimeM pe6eHOK HaXORM/ICA Ha TOCIIUTAIN3AL N
B ®I'BY «HHIIII umM. [I. PorayeBa». Boimonnena second-look
omepanus M 6MONCKA MOAMBIIIEYHOro MMMoy3sa. [JaHHBIX
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PexkoMeHI0BaH KOHTPOJIb B JMTHAMUKE 10 MECTY KUTENIbCTBA.

B uHaMyMKe Ha CETOQHSLIHMIL ieHb y pebeHKa COXPaHAeT s
peMuccus 10 OCHOBHOMY 3a00/IeBaHUIO.

C BOBJICYEHNEM B ITPOL[eCC HMYKHeI 0o BeHbl. TijaTenbHasn
TOOIIepallIOHHAs JUATrHOCTUKA B3aIMOOTHOILIEHNIT 11 TOIIO-
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