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Kazyucmuka 0ob6pokauecmeenHOl mMpUmoH-onyxoau,/HepeHo-mulueyrnoli xopucmomovl (HMX) 6 muposoii meduyurckoii aumepamype
Hacuumvieaem He Oonee 40—50 HabarOdenuli. B omeuecmeeHHbIX UCMOYHUKAX ONUCAHUL N0000H020 3a00/e6aHUs HAUMU He
yoanoce. I[lpusodum cobcmeennoe nabarwdenue. Y manvuuxka 6 sem Obiaa OUaeHOCMUPOBAHA 000POKAYECMEEHHAS. ONYX0Ab NPABO2O
cedanuuroeo Hepsa. Ilposedenvl cedaruwynolii Hegpoau3 u yoasernue H08000pazosanus pazmepamu 8 X 3 X 3 cm. Ilpu eucmonoeuueckom
U UMMYHOSUCMOXUMUYECKOM UCCAe008AHUAX OOHAPYICEHA ONYXO0Ab, NOCMPOEHHAs U3 Nepentemarouuxcs 8 KOA1aeeHO80M MAmpukce
NYYK08 NONePeUHON0A0CAMbIX MbLULY U HEPBHBIX B0A0KOH. 3aKauerue: 000poKauecmeenHas mpumon-onyxoas (HMX).

HMX — upesegviuaiino pedioe H06000pazosatue, ces3aHHOe ¢ KDYRHBIMU HEPEAMU U Haue 803HUKaloulee 8 0emckom ospacme. Kiunuuecku
00b1uHO pecucmpupyemcs 6041e60l CUHOpom/Heliponamusi. Xoms 3peaas mpumoH-onyxonb cuumaenmcs 0oOpoKauecmeeHHoll, npu Hetl 4acmo
HaoA00aomces peyuoussl U 0ecMouoHbLil Gudpomamos (6 0CHOBHOM NOCMONEPAUUOHHDBLIL): NPEOnoAaeaemcs, Ymo mpasma Cmumyaupyem
gubpodaracmol/muopuopooracmer ¢ mymayueii eena CTNNBI. [lo amoii npuuune 041 NAUUEHMOE ¢ KAACCUMECKUMU KAUHUYECKUMU
u penmeenonocuveckumu npusnakamu HMX pexomendyemes beckonmaxmuas duaenocmuka. Jlns pazpabomku onmumMaibHo2o no0xooa
K Ie4eHUI0 SMoil ONyXoau U OYeHKU 00120CPOHHO20 NPOSHO3A 3a004e6aHUS HeOOX00UMO HAKONUMb 0OCIMAMO4HOe KOAUHeCmE0 HaOA00eHUl.
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Neuromuscular choristoma of the sciatic nerve in a child: description of clinical observation and brief literature
review
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The casuistry of benign triton tumor/neuromuscular choristoma (NMC) in the world medical literature has no more than 40—50 observations.
There are no descriptions of a such disease in Russian sources. Here is our own case. A 6-year-old boy was diagnosed with a benign tumor
of the right sciatic nerve. Sciatic neurolysis and removal of the neoplasm with a size of 8§ X 3 x 3 cm were performed. Histological and
immunohistochemical investigation revealed a tumor built of bundles of striated muscles and nerve fibers intertwined in the collagen matrix.
Conclusion: benign triton tumor (NMC).

NMC is an extremely rare neoplasm associated with large nerves and occurs more often in childhood. Pain syndrome/neuropathy is usually
clinically registered. Although a mature triton tumor is considered benign, it often has recurrences and desmoid fibromatosis (mainly
postoperative): it is assumed that trauma stimulates fibroblasts/myofibroblasts with a mutation of the CTNNBI gene. For this reason, non-
contact diagnosis is recommended for patients with classic clinical and radiological signs of NMC. To develop an optimal approach to the
treatment of this tumor and to assess the long-term prognosis of the disease, it is necessary to accumulate a sufficient number of observations.
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Bgenenue

Jlo6pokauecTBeHHAsI TPUTOH-OITYXOJIb/HEPBHO-MBbI-
meyHast xopuctoma (HMX) — mHTpa- nim rnmepuHeBpaib-
HOEe HOBOOOpa30BaHME, XapaKTepHU3YIOIIeecsS TECHBIM
PaCITOJIOXKEHUEM 3PENIBIX CKEJICTHBIX MBI M HEPBHBIX
BoiokoH |[1]. HasBaHue paHHONM OMNYyXOJM BOCXOOUT
K Teopuut Maccona [2] o TpaHchopMaIlny IBUTATeIBHBIX
HEPBHBIX BOJIOKOH B MEBIIICYHYIO TKaHb y TPUTOHOB —
3¢MHOBOIHBIX M3 CEMEHCTBa HACTOSIIIMX CaJaMaHIp.
3710KaueCcTBEeHHBIN aHAJIOT 3TOM OITYXOJIH (3710KaueCTBEeH-
HasI OITyXOJIb 000JIOUEK MepudepuIecKuXx HEpBOB ¢ pad-
JnoMuo0baacTuieckoi auddepeHIIMPOBKO) MOXET ObITh
acCOIIMUPOBAaH C BUPYCOM MMMYyHOIE(UIINTA YeTOBEKa
[3]. HMX 00BIYHO BO3HUKACT y IETEH 1 Yallle MopakaeT
KPYITHbIC HEPBHBIC IPOBOTHUKHN — ILICYCBOE CIICTCHHE
U cedaMuIIHbBI HepB [4, 5]. Takke ommcaHbl mopaxe-
HUsI 4epeITHO-MO3IOBBLIX HEPBOB [6, 7], mrasHuusl [8, 9]
n numesBoxa [10].

Kasyncrnka moOpoKadecTBEHHON TPUTOH-OIYXOIN
B MHPOBOW MEIMLMHCKON JUTEpaType HACUUTHIBAET HE
oonee 40—50 radmoomenuii [1]. o 2019 1., mo cBUAeTENb-
ctBy J.E. Park [11], 66110 ormucano 14 HMX cepaiumiHoro
HepBa. B oTeuecTBeHHBIX ICTOYHMKAX OIMMCAHUI CIIyJdacB
nogoOHoro 3a00yieBaHUSI HAUTU He yaanochk. [IpuBogum
COOCTBEHHOE HAOJIIOAEHUE

Knnnuyeckuii coryyaii

Maavuuk, 6 sem, 20CHUMAAUBUPOBAH C HCAN0OAMU HA
npoepeccupyruee 0epaHuueHue O8UNCeHUl U caabocmo
6 Npasoli cmone, NAALYAX NPABOL CIONDBL, <CBUCAHUE» CHO-
Nbl, @ MaKice CHUMNICCHUE YY8CMBUMENbHOCTNU N0 3A0He-HA-
DYICHOU NOBEPXHOCMU NPABOLl 204eHU OM YPOBHSA NOOKO-
AeHHOU samKu 00 naavyes cmonsl. Tlpu xodvbe ommeuanaceo
«CMena)cHas» NoxooKa, YCuAU8aowjascs npu Gu3u4ecKoll
U SIMOYUOHAABHOU HaPY3Ke ¢ NPUCOCOUHEHUEM HeNnPUSIMHBIX

owyweHuii 6 cmone. Ilposenrenus 3a604e6anus u «Cmpau-
HOCMb NOXOOKW» OMMeueHbl poOumensimu ¢ MOMeHma eep-
mukaauzayuu pebeHka u Havara npsamoxoxcoenus. Hecmo-
Mpsl HA KOHCEPBAMUBHYI0 Mepanuro, mevernue 3a001e6anus
HOCUNO npocpedueHmHblil  XapaKkmep, 4mo Hnompebo8ano
yenybaeHHo2o 00c1e008aHusl.

Hesponoeuueckas kapmuna 3abonesanusi Obiia npeo-
cmaenena XpOHUHeCKUMU CUMRMOMAMU: ceubamenbHol
KOHMPAKmMypoil ¢ npusedeHuem 8 npasom 20AeHOCHONHOM
cycmage u uxcayueil 8 smom noaodxcenuu. Ommeuanacoy
eunocmesust Om ypoeHsi cpedHeil mpemu 204eHu 00 CHONbL.
Mecmno onpedensinoce ymeHvuieHue nepumempa npa-
8011 eoneHu Oonee yem Ha 2 cMm 3a cyem ampo@puu OAUHHOI
U KOPOMKOU MAAbIX OepYo8bIX MblUulY, a makdice deghopmayus
cmonol 8 sude «pacnaacmanocmu» U yKopoueHusi ¢ ygeaude-
Huem ebicomsl ceoda. Ilpu nesporoeuueckom uccaredoganuu
CYX0JCUNbHbIE peqhaeKchbl ¢ HO2 CHpasa ewiuie, 4em caesd,
Pe_UCMPUPOBAACS YMePeHHbll nape3 Mblill, Npagoll 2oe-
nu. Tlpu cmumynsyuonnoil muoepaghuu ouaeHocmuposaua
Hesponamus npasoeo Manobdepyo8oo Hepea, npu Yabm-
pazeykosom uccredosanuu (Y3HU) — oupghysrnoe yeeauuerue
npasoeo cedaruuwHo20 Hepea om epyuledUOHOU Mbldybl 00
HuxcHell mpemu 6edpa Ha yuacmke paszmepom 85 X 25 mm,
ampoghusi nepedueil epynnol mvluiy npaeoil 2oreru (puc. 1).
Auaenos: «/lobpokauecmeennas onyxoab npagoeo ceda-
auugHoeo uepea (ko0 MKbB-10: D36.1), moronapes npasoii
cmonbb».

Ha cnedyrowuii denv nocae eocnumanu3ayuu noo 3H00-
mMpaxeanbHuiM HApKO30M npogedena onepayus: «Cedaruuy-
Hblll Heepoaus. Yoanenue onyxoau npasoeo ceoaNuUyHO0
Hepea ¢ npuMeHeHuem MUKPOXUPYpeUu1ecKoll mexHUuKU U Helli-
poghuszuonoeuteckoeo Konmpoas». B xode emewamenscmea
8bINOIHEH AUHEIIHbLI pa3pe3 Kodcu No 3a0Hell nogepxXHOCmu
npaegoeo bedpa OAuHHOU 0K00 15 cm om s1200u4HOL CKAGOKU
do nodkonennoil amxu. bBuuyenc 6edpa u noaynepenonuamas
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Puc. 1. Y3U. Jlupgysnoe yseauvenue cedaruunoeo Hepsa

Fig. 1. Ultrasound. Diffuse enlargement of the sciatic nerve

muluya pazeedensl. Medxcdy numu Ha enybune 1,5—2 cm
NANbNUPOBANCs NAOMHbLIL 8epemeHON0000HbLI MANC OAUHOL
okono 10 cm, docmueasuiuil 6 cpedueii mpemu 6edpa duame-
mpa 2 cm, a na kpasx — 0,3 cm (puc. 2a). Ha meduanvroii
CMOPOHe 00PA308aHUS GU3YANUUPOBAAUCH PACHAACHAHHbBLE
6040KHa cedanuuiHo2o Hepea. 100 konmposem mukpockona
ocyujecmeneH Heépoaus Ha npomsxcenuu 10—12 cm: om ne
B061EHEHHBIX B0N0KOH 8 00AACMU 2PYULe8UOHOL Mblillbl 0O
Mecma Gopmuposanus 6epyossix Hep8os HA YPO8He NOOKO-
AenHoll amku (puc. 26). Makcumanvroe ucmonuenue ceoa-
AUUHO20 Hepea (00 3 Mm) coomeemcmeaosano Hauboaviuel
monwune o6pazosanus. OHO ObLIO OMCENAPOBAHO OM OKPY-
ACAIOWUX MSKUX MKaHell, y0areHo u nepedaHo Ha namono-
2oanamomuyeckoe uccaedoganue. Helipogusuonoeuueckuii

KOHMpPOAb — HPO8OOUMOCHb CeOaruujHoeo U 0epyosbix
Hepeoe6 CoOXpaHeHda.
a 0

Puc. 2. Dmanvi onepayuu: a — onyxoav nocie Hegpoau3a (ceoarulyHulil Hepe
omeeden 1amepanvio); 6 — cedaruuiivlii Hep8 8 OHe ONepayUOHHOL PaHbl
nocae yoanenus H08000pa3o6aHus

Fig. 2. Operation stages: a — tumor after neurolysis (sciatic nerve retracted
laterally); 6 — sciatic nerve at the bottom of the surgical wound after removal
of the tumor

ITlamonoecoanamomuueckoe uccaedogarue onepayuoHHo-
20 mamepuana: eéepemeHosuUdHoe 00pa3zoeanue pamepamu
8§ x 3% 3 cm, Ha paspese benecoe, 80M0KHUCIO20 CIMPOEHUS,
¢ KOAN0UOHBIMU 6KAtoHeHusMuU. Tucmonoeunecku mamepuan
Obl1 npedcmasnen UHKANCyaupo8aHHol Onyxonsto, HOCMpo-
€HHOUl U3 NepenNemarujuxcs 6 KoANa2eHO8OM MAampukKce
NY4K08 NONepeHHONOAOCAMBIX MbLUY U HEePBHbIX BO0A0KOH.
Ilpu ummynoeucmoxumuueckom (MI'X) uccaedosanuu nepe-
Hble NPOBOOHUKU NOAOICUMENbHO PeasUupo8an Ha aHmume-
aa k NSE, neurofilament, S100, mblueunvie cmpykmypor —
Ha aumumena K desmin, myoglobin u beta-catenin npu
yposHe npoaugepamusnoii axkmugnocmu (no Ki-67) nopsad-
xa 1 % (puc. 3). Peaxuuu na caldesmon, calretinin, GFAP,
HMB-45, CD63, CD6S u p53 6 cheyughuueckux snemenmax
omcymemeoganu. 3axaroueHue: d0OPOKa4ecmeeHHas mpu-
mon-onyxons (HMX).
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Puc. 3. Mopgoroeus HMX: a — nonepeuronosocamoie moluieHbvle U Hepé-
Hble 80N0KHA 8 KoanazeHosom mampukce. Okpacka no Maccony, x 200;
6—e — UT'X-uccredosanue: 6 — peakyus Ha desmin 6 MblULEHHOM KOMNOHEH-
me onyxoau, x 200; 6 — peakuus na 6eaok S-100 6 HepeHom KomMnoHeHme
onyxoau, x 200; e — sdepHas sxcnpeccus beta-catenin 6 mvluieyHoM KOMNO-
Henme onyxoau, X 400;

Fig. 3. Morphology of NMC: a — striated muscle and nerve fibers in the
collagen matrix. Masson staining, X 200, 6—e — immunohistochemistry:
6 — reaction to desmin in the muscle component of the tumor, x 200;
6 — reaction to the S-100 protein in the nerve component of the tumor, x
200; ¢ — nuclear expression of beta-catenin in the muscle component of the
tumor, x 400

Oo0cyxnenne

Cuuraetcs, uto pazButue HMX reHetuyecku aerep-
MWHUPOBAHO: B OCHOBE 3a00JIEBAaHUS JIEKUT MyTalus
B 3-M »k30He reHa CTNNBI, Ttaxke HaOmogaemMas
B JecMouaax. JTO MOATBEPXKIAETCI KaK YaCThIM COYeTa-
Huem HMX u necmounHoro ¢pubpomaTtosa, Tak U BO3-
HUKHOBEHUEM arpecCMBHOTo ¢pubpomarosa IMocjie yiaa-
JICHUS WIM aXxe OMOICUU OMyXOJIU — TaK Ha3bIBaeMbIi
HMX-dubpomato3 [12]. Mopdosornueckass auarHoc-
uka HMX B mpuHIUIe HECT0XHA U MOXET OCHOBBI-
BaThCs Ha PYTUHHBIX TUCTOJIOTMUECKUX METOAMKaX, HO
KpalHssl peJKOCTh HOBOOOpa30BaHUS MOOYXIAET MaTo-
JIOTOAHATOMOB, OCOOEHHO B TOCJIETHUE NECATUIICTHS,
K wucnosbzoBanuto MI'X-uccnenoBanus. Kpome Toro,
sgaepHas sKcmpeccus beta-catenin cuuraercsl cypporart-
HBIM MapkepoM Mytauuu reHa CTNNBI [13]. B creru-
aJIbHOW JTUTEpaType 0OOBIYHO OMUCHIBAIOTCS pa3pacTaHUs
CKEJIETHBIX MBIIII] B COCTaBE HEPBHOTO CTBOJIA, HO HEKO-
Topble ucciegoBatenu npuunciasior K HMX u Heps-
HO-TJIaAKOMBIIlIeUHble HOBooOpa3zoBaHus [10]. OgHako
B Kiaccudukaiuu BcemupHOi opraHuzauuy 3ApaBo-
OXpaHEHUs TOJOOHBIE OIMYXOJU C TJIaIKOMBIIIEYHBIM
KOMIIOHEHTOM HE YIMOMWHAIOTCS, W Hall CIyd4ail MOXHO
oTHecTu K «kjiaccuueckoii» HMX. Tlockonpky HMX
yalle rmopaxaeT KpYIHble HEpBbI, TOYHAs WHTpaorepa-
LIMOHHAs JUAarHOCTHUKA MUMEET pelIaplllee 3HaYeHUe T
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MPEIOTBPAIICHUSI YPE3MEPHO arpecCMBHOIO IIOAXOMa.
Taxoke coob111aI0Ch 0 peIKuX ciiydasx perpecca HMX [1].

3akioyenue

HMX — u4pes3BbhuaiiHO peakoe HOBOOOpa3oOBaHUE,
CBSI3aHHOE C HEPBOM M O0BIYHO BO3HUKAIOILEE B JIETCKOM
Bo3pacTe. B 00JIbIIMHCTBE CiyyaeB MOpaXkaloTcsl KPYITHbIE
HEpPBHbIE CTBOJIBI — IJICYEBOE CILICTCHUE U CeIaIUIIHbIA
HEpB, YTO COMNPOBOXKIACTCS UX YBEJIMUECHUEM U OOJIEBBHIM
cuHApoMoM/Heliporiatueit.  Mopdosoruyecku  oImy-
XOJIb TIpeACTaBJeHA CTPYKTypaMy HepBa, CMEIIaHHBIMU
C BOJIOKHAMM IOINEPEYHOIOJ0CATHIX MBI, XOTS 3pe-
Jlasg TPUTOH-OIIYXOJIb CYMTAeTCs H00POKAYECTBEHHOM,
IpY HEl 4acTo HaOIIONAIOTCS PELMAMBBI U pa3BUTUE
necMouIHoro ¢uobpomMaro3a (B OCHOBHOM IIOCTOIIEpa-
oHHoro). IlpenmnonaraeTcsi, 4YTo TpaBMa CTUMYJIMPYET
¢uobpodaactel/Muoduodpodaactel ¢ mytamueir CTNNBI
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¥ MHULIMUPYeT (ruOpoMaro3 AeCMOMIHOTO THUIIA, CXOMI-
HBII ¢ TeM, KOTOPBIN BO3HUKAET MOCjae a0JOMUHATBHBIX
BMeEIIATEeILCTB Y UL ¢ cuHapoMoM lapaHepa. K coxa-
nennio, HMX-¢pubpomaros yacto TpedyeT paaruKaabHOI
pe3eKlMy WM amiyTauuu KoHeuHoctu [14]. Mo artoit
NpUYMHE I MalUeHTOB C KIACCUYECKUMHU KIMHUYE-
CKMMMU U peHTreHoorndeckumu rnpusHakamu HMX-opu-
OpomaTo3a peKOMEHIyeTCs 06CKOHTAKTHAsI TUarHOCTUKA
[15]. st pa3paboOTKM ONTUMAaTBLHOTO IMOIX0/1a K JICUEHUTO
9TOM OITyXOJIM M OLIEHKU TOJITOCPOYHOTO IIPOTHO3a 3a00-
JIeBaHUSI HEOOXOMUMMO HAKOIMTh JOCTaTOYHOE KOJIMYEe-
CTBO HaOMoAeHU. B HameM ciayyae paHHMI TTociieone-
paLIMOHHBIN niepuo (4 Helr) TIPOTeKall ¢ TTOJIOXUTEIbHOMN
KJIIMHUKO-HEBPOJIOTUUECKOI cMMITTOMaTUKOM. OTMedeHa
OoJiee yBepeHHasl TOXOAKa, YTO OOYCIOBICHO YMEHbIIIe-
HUEM CIIaCTUKM U MMapecTe3uii B CTOIe, PerpeccoM IaTo-
JIOTMYECKOTO IMPUBEACHUS CTOIIBI.
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