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WHTpaHepanbHas nepuHeBpuoma (UMM) — 3To peakoe 1 Mano nsyyeHHoe AoO6poKayecTBEHHOE HOBOOOPa3oBaHme neprudepuyecknx HepBoB y
[eTeli 1 nvL, Monoaoro Bo3pacTa. KnvHuyeckas KapTriHa 06bl4HO NpefcTaB/ieHa MeAJIEHHO NPorpeccupytoLell MOHOHenponaTueil, Ho MoryT
BOB/IEKaTbCA U CNeTeHUA C NpeobnapaHvem fsuratenbHoro aeduyunTa. Yale Bcero nopaxkaetcsa ceflaiLLHbIA HEPB 1 ero BeTBU. TpyaHO
[marHocTupyetcs n Tpebyet 60MbLIoro 06bEma NCCNefoBaHNin ANA BbIABNEHUA U NOATBEPXKAEHMA ArarHo3a. CerofHa AnA AMarHOCTUKM LN-
POKO MPUMEHAIOTCA Takue MeTofbl HeipOBU3yanu3aLmm, Kak MarHUTHO-pe3oHaHcHaa Tomorpadua (MPT) HepBHbIX CTBOMIOB U Y/bTPa3BYKO-
Boe nccnepoBaHue (Y3U) nepndepuyeckrx HepBoB, KOTOpble ABAAITCA HEUHBA3VBHbLIMY U MO3BOJIAIOT ONepenTb pasmep 1 Iokaausaumo
obpazoaHusa. Mpu MPT 1 ¥Y3U nepudepuyecknx HepBOB BbIABNAETCA GpoKabHOE BEPETEHOBUAHOE YBEIMUEHME HEPBA B Npefenax OfHOro
CermMeHTa KOHeYHOCTY C yBeIMYeHneM NHTeHCBHOCTU MP-curHana ot WM. 3T HOBOOGPa3oBaHWA CUMTAOTCA PEAKMMY, HO MOCNeAHMe fo-
cTvxeHnA B MPT 1 ynbTpa3ByKoOBOW ANArHOCTMKE NO3BOMAIOT BbIABNATb UX Ha paHHeln ctaguu. Takxke MPT nomoraeT otnnyntb UM oT apyrmx
obpa3oBaHUil Neprdpepuryecknx HepaoB. MoATBEPKAEHNE JuarHo3a OCHOBAHO Ha MMCTONIOrMYECKOM UCCeJoBaHUM N3MEHEHHOTO HEPBHOTO
cTBONa. Ha ceropHALWHMIA feHb OTCYTCTBYET 0ObLLenprHATaA cTpaTerna BefeHns naumeHTos ¢ WM. MprmeHAI0TCA Kak KOHCEpBATVBHbIE, TaK U
Xnpypruyeckne MeTofbl neyeHunn. Hesponus v gekomnpeccus Hepsa ¢ UMM ynyyluaoT HeBponornyeckni geduuymnt y nonosuHbl naumneHTos. UMM
He peLVAVBUPYET Nocse OnepaTMBHOTO JIEYEHNA U HE MaNUTHU3VIPYETCA NMPU AJIUTENbHOM HabMogeHN 3a NALYEHTOM.
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Intraneral perineurioma in children and adolescents
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Intraneral perineurioma (IP) is a rare and little-studied benign neoplasm of peripheral nerves in children and young adults. The clinical
picture is usually a slowly progressive mononeuropathy, but plexuses with a predominance of motor deficits may also be involved. The sciatic
nerve and its branches are most often affected. It is difficult to diagnose and requires a large amount of research to identify and confirm the
diagnosis. Today, non-invasive neuroimaging methods such as magnetic resonance imaging (MRI) of nerve trunks and ultrasound of peripheral
nerves are widely used for diagnosis, which are and allow getting ahead of the size and location of the neoplasm. MRI and ultrasound of the
peripheral nerves reveal a focal fusiform enlargement of the nerve within one segment of the limb with an increase in the intensity of the MR
signal from the IP. These neoplasms are considered rare, but recent advances in MRI and ultrasound diagnostics allow them to be detected
at an early stage. MRl also helps distinguish IP from other peripheral nerve neoplasms. Confirmation of the diagnosis is based on histological
examination of the altered nerve trunk. To date, there is no generally accepted strategy for the management of IP patients. Both conservative
and surgical treatments are used. Neurolysis and nerve decompression improve neurological deficits in half of IP patients. IP does not recur
after surgical treatment and does not become malignant during long-term follow-up of the patient.
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BBepgeHune

WNutpanespanbHas nepuHeBpuoma (UIT) — ato mo-
OpoKaueCcTBEHHOE HOBOOOpa3oBaHUE MepudepudecKux
HEpPBOB, MCXOJsIllee U3 KJIETOK TMepuHeBpus. B 3aBucu-
MOCTH OT JIOKAJIM3aLIMU MPoIecca MO OTHOLIEHUIO K HEPB-
HOMY CTBOJIy BBIIEJISIIOT WHTpaHEeBpaJbHbIE W IKCTpa-
HeBpasibHble epuHeBpruoMbl. Briepsbie M1 6b11a oncana
B 1964 1. D.G. Imaginario 1 coaBT. KaKk MHTEPCTULINATb-
HbII runepTpoduyeckuilt HeBpUT [1]. B nanpHeiiem B -
tepatype WII BcTpevasach moj pa3HbIMU Ha3BaHUSIMU:
HelipodudbpoMa [2], ToKair3oBaHHAas runepTpodudecKast
Hetiponatus [3—10], runeptpoduueckuii Helipodudpo3
[11, 12]. B HacTosiiee BpeMsi, COIIaCHO KjiaccuduKauuu
OITyXOJIeli HEePBHOUW cucTteMbl BceMUpHOU opraHuzaunuu
3npaBooxpaHeHus ot 2000 r., UCIOJIb3YETCSI TEPMUH «ITe-
puHeBpuomar [13].

WII cocraBisior okosio 1% ormyxoseil 000104ex me-
pudepuueckux HepBoB [14, 15] m yame BcTpevaeTcs
B IETCKOM U MTOAPOCTKOBOM BO3PACTe, PeXe — B CPETHEM,
C NpUOJU3UTEIBHO OIMHAKOBOW 4acTOTOW BCTpedyaemMo-
CTU y 000ouX T0JI0B [ 14, 16], XOTS TaKKe ONMUCaHbI CITydau,
BIIEPBbIE BBISIBJIEHHBIE B IMOXUJIOM Bo3pacte [17].

CaMbIM YacTo mopaXxaeMbIM HEpBOM Y AETel U MOM-
POCTKOB SIBJIsIeTCs cenaanuinbiii — 41,9% [14, 18]. Ha py-
Kax yaille BoBJjiekatoTcs JokTeBoit [14, 17, 19], cpenun-
Hblil [14, 19] u nydyeBoit Hepswl [14, 19, 20]. OnucaHbl
takke ciayyau WMII mieyeBoro v mossiCHUYHOTO CILJIETEHUS
[14, 21, 22] u OGonee penkoe BOBJIEUEHUE YEPEITHBIX HeE-
PBOB — JIMLIEBOTO, TpOHUYHOTO [14, 23].

KnunHunuyeckas KapTuHa

B GonbuimHceTBe cinyyaeB kKiimHU4Yeckast KaptuHa MIT
omHOOOpa3Hasl M IpeACTaBIcHAa XPOHWYECKON MEIICHHO
nporpeccupylolleii 6e300J1eBoi, yalle MOHOHEPOIIaTUEe .
OmHako B JIUTepaType OIMMCAHBI CIydad BOBJICUCHUS He-
CKOJIBKMX HEPBOB KaK C ONHOI, TaK M C IBYX CTOPOH
[24, 25]. I1Ipu ocMOTpe OTMEYaIOTCS MBIIIeYHAasT c1ab0CTh
¥ aTpoduM B 30HE MHHEPBALIMU ITOPAKEHHOTO HepBa MU
crieteHust. Ilpu atom meHee 50% mNauMeHTOB Ipeab-
SIBJISIIOT YyBCTBUTEJbHBIE HapylueHus: [22, 26] u uMeroT
CHIKCHME WIM BBIIIAACHUE CYXOXWWIBHBIX pedIeKCOB
B COOTBeTCTByIolIei 30He [14, 19]. BomeBoit cuHmpoMm
He XxapakTepeH 151 6oabHbIX ¢ WI1, HO, 110 TaHHBIM pa3-
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HBIX WccienoBaTenieii, BcTpevyaetcss B 17—40% ciaydaes
B BUZE TOKaJbIBaHUsI, YyBCTBA X KEHUsI, HOIOIIE 6onu
JIETKOIA CTEMEeHM BhIpaxXeHHOCTH |14, 26]. ¥V yacTu mauu-
€HTOB, OCOOEHHO Y IeTeil MJIa/1lIero Bo3pacTa, BbISIBIISIOT-
¢S, B 3aBUCUMOCTH OT pacnoyioxkeHust M1, pazHoil iivHbI
CTOITBI WY KUCTU (MEHBIIIE Ha CTOPOHE MOPaxKeHUsI), YTO
MPUBOAUT K HEOOXONMMOCTHU MCITOIb30BaTh O0OYBb Pa3HO-
To pa3Mepa U HepeaKo SIBJISIETCS MepBOii Kano0oit poauTe-
seit (puc. 1) [18, 27].

AwnarHocTuka

Jus mocraHoBku auarHosa MIT nmaboparopHas nua-
THOCTMKA HE UCIOJb3yeTcs. PYTMHHBIE moKa3aTeau KiIu-
HUYECKOTO, OMOXMMMYECKOTO aHAJIM30B KPOBU, a TakKXkKe
MapKepbl BOCMaJIEHUs], CUCTEMHBbIX 3a00JIeBaHU, YpPOBEHb
BUTaMuHa B, o6LIMii aHaIU3 TMKBOPa OOHAPYXXKMUBAIOTCA
B IrpaHuIaX pedepeHCHbIX 3HaUeHUi [ 14].

dnekmpomuoepagus

ITpu HelipodU3nOTOTUYECKOM TECTUPOBAHUU B OO0JTb-
IIWHCTBE CIy4yaeB BBISBISETCS (hOKaJIbHAsI CEHCOMOTOP-
Hasl akCOHaJIbHasI IereHepanus. B 3aBucumMocTu ot cremne-
HU BOBJICUEHHOCTU HEPBHOTO CTBOJIA B MATOJOTMYECKUI
MPOLIECC BO3MOXHO OTCYTCTBUE CEHCOPHBIX U MOTOP-
HBIX OTBETOB MPU CTUMYJSLUOHHON 3JIeKTpOoMUOrpaduun
(BMI') u pekpyTupoBaHU€ TMOTEHLIMAIOB ABUTATEIbHBIX
eauHull nipu urosbyaroir DMI. OmHako y 4yacTu mauu-
E€HTOB OMpeNessieTcsl HapyllleHUue MPOBENCHUS MO HEpPB-
HBIM CTBOJIaM WJIM AaXe OTCYTCTBUE U3MeHeHMIT Ha DMI
[14, 18, 28, 29].

MPT-0uaeHocmuka

Jlokanuzauuwo MIT MoxXHO 3anogo3puUTh KIMHUYECKU
W TIOATBEPAUTH ¢ TToMOIIbl0 DMI', ogHaKo TpU MPOKCH-
MaJIbHOM PAacIIOJIOKEHUM 00pa30BaHUs B BETBSIX IUIeYe-
BOTO U MOSICHUYHO-KPECTLIOBOTO CIIETEHUST He0OX0anuMa
MPT-gnarsHoctuka. B 0onblIMHCTBE CllydaeB 10CTATOYHO
mouHocTu 1,5 T, ognako nipu UI1 HeOobioro auamMmerpa
1o 1 cM M3MeHeHUs BO3MOXHO OOHAPYKUTh TOJILKO TP
paspemrenuu 3 T [14, 30].

Ha MPT WUII BHIIISIAUT OOHOTUIIHO KaK BEPETEHO-
obpa3Hoe yToJIIeHe HepBa, M303xoreHHoe B T1-B3Be-
IIEHHOM M300pa)keHWM U TUIlepaXxoreHHoe B T2-B3Be-
IIEeHHOM M300paxeHnu (pHc. 2), TIpU KOHTPACTUPOBAHUHI
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Puc. 1. MayneHT 3., 5 neT. YMeHblIeHHasA B pa3mepe cTona cnpa-
Ba Ha ctopoHe UIM B NOACHNYHO-KPEeCTLLOBOM CrieTEHUN.

Fig. 1. Patient Z., 5 years. Reduced size of the right foot at the
intraneral perineurioma (IP) side in the lumbosacral plexus.

Puc. 2. MPT nauueHTKM A., 3 roga.

T2-B3BelleHHOe U306pakeHre C KOHTPACTHbIM ycuneHvem UMM nesoro
cepanuLLHOro Hepaa.

Fig. 2 Patient A., 3 years.

Weighted MRI of the left sciatic nerve with increased MR signal intensity
of IP.

ragoJIMHUEM, KakK IpaBUJIO, MHTEHCHMBHO HaKalUIMBaeT
KoHTpacT [31], mpoTsk€HHOCTHIO 1—32 ¢M, B CcpeaHeM 8 cMm
[14, 15, 22].

T.J. Wilson u coaBT. Jaau peTpOCNEeKTUBHYIO OLIEHKY
naHHeIXx MPT 195 manueHTOB ¢ TMCTOJIOTMYECKUM HCCIe-
JMOBAaHMEM Da3HbIX 00pa3oBaHUIl HepBa, y 51 U3 KOTOPBIX
noarsepxkneHa MIT [15]. ConoctaBienue MP-uzobpaxke-
HUI ¢ KIMHUYECKUMU M aHAMHECTUYECKUMU TaHHBIMMU T1a-
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LIMEHTOB TTO3BOJIMJIO OIPENCUTh KPUTEPUM THATHOCTUKU
HUII co cnetmduunocTsio 1,0 1 yyBcTBUTEIBHOCTHIO 0,63:

1) oTCyTCTBHE paKa B aHAMHE3¢;

2) bokanpHOE TTOpaKEeHNE;

3) TMIePUHTEHCUBHOCTH OT YMEPEHHOMU IO BBICOKOM
Ha T2-B3BemeHHBIX M P-11300paxkeHUsIX;

4) yMepeHHOE TN CUJIBHOE KOHTPACTHOE YCUJICHUE,

5) OMHOPOIHOE KOHTPACTHOE YCUIICHNC;

6) BepeTeHOOOpa3Hast popma;

7) yBeInm4eHMe TTOpakKEHHBIX HEPBOB;

8) Bo3pacr < 40 ner.

ABTOpBHI HWCCIICHOBAHMSI NEIAIOT BBIBOIBI OO0 OTCYT-
CTBUM HEOOXOIMMOCTH THCTOJIOTUYECKOTO MCCICIOBAHUS
IIJIST TTOCTaHOBKM nuarHo3a MIT nmpu Hammamuy Beex 8 mpe-
JIOKEHHBIX KPUTEPHEB.

Ynempa3ssykogoe ucciedosarue

nepughepuyeckux Hepeos

HecMoTpst Ha TO 4TO yJIbTPa3ByKOBOE MCCJEIOBaHUE
(Y3W) Bcé yallie UCTOJb3YeTCs MPY pa3HbIX 3a00JI€BaHUSIX
neprdeprnIecKoil HEPBHOM CUCTEMBI — KaK (POKaIBHBIX,
TaK M TeHepaJu30BaHHEIX, NpuMeHeHne Y3WM HepBHBIX
cTBOJIOB 1IsT muarHoctku MIT B nmTeparype TpencraB-
JICHO OMMUCaHWEM OTACJIbHBIX KIMHUYECKUX CIy4yaeB B CO-
MnocTaBjieHUU ¢ udMeHeHusIMU Ha MPT, OMI u naHHbIMU
rucrosiornyeckoro ucciaenosanus [18, 32—34]. Kak u npu
MPT, Y3U BbisiBiISIET BEpeTEeHOBUAHOE YTOJIIEHUE HEPBa
B MpeeiaXx OJHOTO CerMeHTa KOHEYHOCTH (puc. 3).

Pytunnoe Y3 nepudepuyeckux HEpBOB, BKIIIOUEH-
HO€ B CTaHOAPThl OUArHOCTUKM, HalpuMep, CUHIpOMa
3aIsICTHOrO KaHaja [35], mo3BoJisgeT paHO 3aromo3pUTh
WII. Onsg sToro HeoOXOAMMBI CKAaHMPOBAHUE 30HBI MH-
Tepeca Ha MPOTSKEHUM BCeli KOHEYHOCTH M CpaBHEHUE
V3-KapTuHBI ¢ TAKOBOI Ha KOHTpaJlaTepaJibHOW CTOPOHE,
JloKasbiBalollee (hoKaabHOE MopakeHre HEPBHOTO CTBOJIA
[29]. Ucnionw3oBanue Y3W HepBHBIX CTBOJOB KaK CKpU-
HUHTOBOTO MCCIIEIOBAHUS OIPAaBIaHO BO MHOTHMX CITydasiX
HeliponaThii, 0IHAKO OOLLIENTPUHSITOro Y 3-ajaroputMa st
BoisiBaeHus: UIT noka Her.

buoncus Hepsa

lucronornueckoe wuccienoBaHWEe, TIO pe3yIbTaTamM
KOTOPOTO HEOOXOMMMO JT0Ka3aTh Mpojudepaiuio mepu-
HEBPAJIbHBIX KJIETOK, OCTAETCS OMHUM W3 OCHOBHBIX UIS
muarHoctuku UII.

OTIMYnTh TIepUHEBPAIbHBIC KJIIETKHU OT IIBAHHOBCKUX
KJIETOK TIO3BOJISIET 3JIEKTPOHHAsT MUKPOCKOIUS: IS Tie-
PUHEBPAJTBHBIX KJIETOK XapaKTepHBI TOHKWE, YIJTUHEHHbBIE
LIMTOIJIAa3MAaTUYECKUE OTPOCTKM, HEIoHasl Oa3anbHast
TJIACTUHKA, TUIOXO C(hOPMUPOBAHHBIE TIJIOTHBIE COETMHE-
HUS U IMTHOLIMTO3HBIC ITy3BIPBKU [19].

C mosIBIeHMEM WMMYHOIIMTOXUMUM SIUTETUATBHO-
ro MeMOpaHHOTO aHTHUTeHa [36] cTai XOpoIlIo pa3nesTh
HelporaTuu ¢ U3MEHEHUSIMU TI0 TUTTY JTYKOBUYHBIX TO-
JIOBOK, KOTOpPBIE B3aMMOJICMCTBYIOT C MapKepoM IIBaH-
HOBCKUX KJeToK (S-100), u nmepuHeBpromsl. I[losBuiics
TEPMUH <«IICEBIOJYKOBUIHBIE TOJIOBKW», OTMCHIBAIOIINIA
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BepeTeHOBl/I,D,HOE yTonueHne neBoro JNIOKTeBOro HepBa C HapyLleHnem ero «KabenbHoro» CTpOEeHwUA.

Fig. 3. US of the patient N., 6 years.

Fusiform enlargement of left ulnar nerve deterioration of its “cable” structure.

3aBUTKU MEPUHEBPAIbHBIX KJIETOK IMPU TMCTOJOTUYECKOM
ucciaenosanuu [16, 19].

leHemuyeckoe mecmuposaHue

O BBIBICHUM MYyTallMii B TeHAaX, PACIOJOXEHHBIX
Ha 22 xpoMmocoMe y nmauueHToB ¢ MII, coobianoch B He-
CKOJIBKMX ucclienoBanusx [24, 37, 38]. ITouck nmatoreHe-
trnaeckux puunH MIT mmokasan Haaudre MyTallud B TeHE
TRAF 7 (peuenTophl (hakKTOpa HEKPO3a OIYXOJIH), pacIo-
JI0XXeHHOM Ha 16 xpomocome [39], B 60% cityyaeB, 4TO Xa-
pPaKTepHO IJIST BHYTPUUCPEITHBIX MCHIHTMOM U YKa3bIBacT
Ha OOIITHOCTH ITaTOTeHe3a, Ka3aJoCh OBI, Pa3HBIX COCTOSI-
Huii [37].

Kpome toro, onucansl pegkue ciydau MI1 B couera-
HUU ¢ HelipohmOpoMaTo30M 2-TO TUIIA, YTO TAKXKE MOXKET
YKa3bIBaTh HA MX ITATOTC€HETUICCKYIO B3aUMOCBSI3b, KOTO-
pas Ha ceTOmHSAIIHUM TeHb He noka3aHa [27, 37, 40, 41].

JleueHme

OO1IEenpUHATOM cTpaTernu BeneHus mauneHToB ¢ UT1
rmoka Het. [1py KoHCepBaTUBHOM BeACHNUH, BKIIIOUAIOIIIEM
MpeXIe BCero peabmimMTanuio, B 67,7% ciydyaeB HEBPOJIO-
rMYECKUI JePUIIUT He HapacTaeT, B 29% OTMEUEHO yXyiI-
meHue, a B 3,2% — paxe yiaydlleHHe MOTOPHOI (hyHK-
umn [16, 34]. PerpocrekTWBHBII aHaIN3 HaOIIOAEHUS
MMaIleHTOB B TeYeHME 2 JIET C OlleHKoi MP-u3mMeHeHwmit
HEPBHBIX CTBOJIOB TTokasani, uro MII He yBenmumBaercs
1 HE BOBJIEKAeT Apyrve HepBwl [42]. DTO CTaBUT MoA co-
MHEHHME HEOOXOMMMOCTh OIEpAaTUBHOIO BMEIIATE/IbCTBA,
KpOME IMarHOCTUYCCKOM OTIepaIIiy C IIeIbIO TIPUIICTBHOMN
acumKynsIpHOI OMOTICUM HEepBa, OMHAKO P OIlePaTUB-
HOM JiedeHUH y 55,3% MalKreHTOB OTMEUEHO YIIydlleHUe
B BHUIIC YMCHBIIICHUSI BBIPAXKCHHOCTH HEBPOJIOTUYECKOTO
neduumTa.

O0BEM XUPYPTrUIECKOTO BMEIIIATEIbCTBA OIIPEICISIeT-
Csl THANBUIYaJIbHO, 3aBUCUT OT pa3Mepa M PacItooXeHUS
HII u MoxeT BKIIOYATh PE3CeKIMI0 yJacTKa HepBa C ILia-

Review articles

CTUKOM HepBa 1/WJIU TPAHCIIO3UIINIO CYXOXKUINIA, a TAKKE
nekomipeccuio [16, 34]. IlalimeHThbI, KOTOPBIM IIPOBEIEHbI
HEBPOJIU3 U JEKOMITpEeCCUsl HEPBA, UMEJIM JIYYIIUI UCXOI
B KaTaMHe3e [0 6 JIET B BUJE YMEHbBIIEHUSI BRIPAXKEHHOCTH
HEBPOJIOrMYECKOro AeduiiMTa Mo CpaBHEHUIO C MalMEH-
TaMU C KOHCepBaTUBHBIM BeneHueM [34]. PeakocTh mna-
TOJIOTMU HE TTO3BOJISIET OMPEAEIUTh ONTUMAJIbHbIE CPOKU
XUPYPruYecKOro JieueHusl.

B GosblIMHCTBE OMUCAHHBIX B JUTEpaType Cllydyaen
npu HAOJIOAEHUM 3a MallMeHTaMM I10CJie ONepaTUBHOTO
JieueHus1 He oTMeuasioch peuuausa UIT [16, 26, 34], kak
u ciydaeB manurausauuu WII [14, 16].

3ak/ouyeHuve

WII — 270 penkoe u Mjioxo AMarHoCTUPYeMOe COCTOSI-
HUe y AeTel 1 JIU1L MOJIOJOTO BO3pacTa Mpexk/ie BCero u3-3a
HU3KOW OCBENOMJIEHHOCTU KJIMHULMCTOB. TakTUKa Beje-
Hug nanueHToB ¢ UIT octaércs nuckyradbenbHOU u Tpedy-
€T MHIUBUAYAITLHOTO TTOAX0/a K ITalleHTaM.
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