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PE3IOME

BBepeHme. HeBpanrnueckas amuoTtpodus (HA) — ocTpas 6onesas BocnanutenbHas MynbTdOKanbHas HeMponaTys C NPernmyLLeCTBEHHbIM
NOPaXXeHNeM MeYeBoro CrjieTeHrsa U NoceayoWmM pa3BuTremM cnaboct 1 atpodun mbiwl. MpernmyLecTBEHHO NopaXkaloTcs BETBM nie-
4YeBOro CryieTeHNA 1 AJIMHHbIE HepBbl pyK. B neguatpuueckon npaktnke HA BcTpeyaeTca pefko v B nuTepaType npefcTaBneHa onvcaHnem
OTAeNbHbIX CJTyYaeB Uy HEGOMbLINMY CEPUAMM.

Lienb paboTbl — NpeAcTaBUTb KIMHUKO-MHCTPYMEHTasIbHbIE XapakTepUCTHKM NaumeHToB ¢ HA.

MaTtepuanbi 1 meTogbl. PETPOCNEKTUBHO NPoaHann3npoBaHbl KIMHUYECKIE, SN1eKTPOdU3NONIOrMYeckre N HelipoBMU3yann3aLoHHbIe JaH-
Hble 13 naymeHToB (11 ManbunKoB 1 2 feBOYKM) B Bo3pacTe 8—17 net (cpeaHnii Bo3pacT 13,6 + 3,1 roga).

PesynbTatbl. Bce nayueHTbl NpeabaBnany »anobbl Ha HeponaTnyeckylo 60/b B MOPaXEHHON BepXHeN KOHEYHOCTU MHTEHCUBHOCTbIO B
cpegHem 8,5 + 1,2 cM Mo BU3yanbHO-aHaNOroBOW LWKasne. [AnuTenbHOCTb 601eBOro CMHAPOMa CocTaBuna B cpeaHem 7,4 + 5,8 aHs. CpefHss
NPOAOIKMTEIBHOCTb GOME3HN OT Havyana 6onm fo ocMoTpa — 5,2 + 4,3 Mec. Y BCex NauMeHTOB BbIsIBIEHbI U3MEHEHVWS MO AaHHbIM 3eK-
TpomMuorpadum B MbilLiax NOPaXEHHON CTOPOHbI B BMAE HENPOTreHHOWN NepecTporku ABUraTeNbHbIX eanHuL. Mo JaHHBIM YNIbTPa3ByKOBOIO
nccnefoBaHmMs CMMHHOMO3IOBbIX Y CPEAVHHBIX HEPBOB (y 7 NaLMeHToB B ocTpoii dase u dase aTpoduii n 6 — B dpase BOCCTAHOBNEHNSA) BbIAB-
JIEHO YBeNMYeHe No CPaBHEHMNIO C HOPMATUBHbBIMY 3HAYEHUAMU NOLWAAM NONEePEeYHOro CeYeHNA CNMHHOMO3MOBbIX HEPBOB Ha MOPaXKEHHOM
CTOpoHe y 38% MaLUeHTOB, Ha HemopaxxeéHHON — Yy 15%. B 4 cnyyasx BbifiBNneHa ¢oKanbHasA KOHCTPUKLMA nepudepryeckoro Hepea: 1 — B
NoAMbILIEYHOM 1 3 — B NlyuyeBbIX HepBax. [lBa nauueHTa nosyyanm natoreHeTNYeCKyo Tepanuio CTeporaamu, 2 — XMpyprumyeckoe neyeHuve.
OcTaTouHbIi ABUraTenbHbIN geduunT Habnoganca y 62% nauyueHToB.

3akntoueHune. HA — pefikoe cOCTosiHVE y ieTeld, OAHAKO MOBbILLEHVE OCBEAOMIEHHOCTU O HEM MOMOXET M36exaTb 3aiePXKI B MOCTaHOBKE
ImarHosa. B Haweli cepum ciyyaeB KIMHUYECKME N UHCTPYMEHTAJIbHbIE XapaKTePUCTUKN BblIN TaKUMM XKe, KaK Y B3POCSIbIX.

KnioueBble cnoBa: HeBpanrmueckas ammotpodus; cuHapom MNepcoHenax-TepHepa; NeguaTpus; ynbTpasByKoBoe ncciefoBaHue nepudepm-
YecKnx HepBOB; aneKTpomMuorpadms; pokanbHaa KOHCTPUKLUA Nepudepuyeckoro Hepea; buoncus Hepea

Co6niofeHne 3STYECKUX CTaHAApTOB. /ccnefoBaHne ogobpeHo nokanbHbIM 3TnYeckum KommtetoM OFAOY BO «PocCUNCKMIA HaumMoHasb-
HbI MCCnefoBaTeNbCKUA MEANLMHCKNIA YHUBepcuTeT uM. H.W. Muporosa» (npotokon N2 209 ot 28.06.2021).

Ana untnposanma: [pyxunHuHa E.C, OpyxuHuH [.C., Porosckasa 10.B., Kyp6atos C.A. 3aBapgeHko H.H. HeBpanruueckasa amuoTtpodusa
y AeTel: KNMHUKO-UHCTPYMEHTANbHbIV aHanu3 13 KNMHUYECKUX cnydaeB. Hesponoaudeckuli xypHan um. J1.0. badanaHa. 2024; 5(3): 158-166.
https://doi.org/10.46563/2686-8997-2024-5-3-158-166

https://elibrary.ru/ajyjmc

Ana koppecnoHaeHumn: [lpyxnHrHa EBreHns CepreeBHa, KaHf. Mefl. HayK, AOLEHT Kadeapbl HEBPONOTrUY, HENPOXMPYPTU 1 MeAULIMHCKO
reHeTVKy nm. akagemuka J1.0. baganaHa neguatpuueckoro pakynsteta ®FAOY BO PHMMY um. H.W. MNMuporosa MuHsppasa Poccuu (Muporos-
cKuin yHuepcmteT), 117997, Mocksa, Poccusn, E-mail: i@edruzhinina.ru

YyacTmne aBTOpOB:

OpyxuHuHa E.C.  — 0630p nybnvkauumii no Teme cTaTbyl, COOP M aHaNM3 AaHHbIX, HanMcaHye TeKCTa PyKonucu;
OpyxuHuH O.C. — ¢60p ¥ aHaNU3 JaHHbIX, HAaNMCaHWNe TEKCTa;

Porosckas tO.B. — c6op JaHHbIX, HAaNMCcaHUe TeKCTa;

Kypbatos C.A. — C6Op AaHHbIX, HaNVCaHNe TeKCTa;

3aBageHKo H.H.  — HanucaHue TeKcTa CTaTby, OKOHYaTeNbHOE yTBepXKAeHMe Ans ny6nmKaumm pykonmucu.

KoHpnuKT nHTepecos. ABTOpbI 3aABNAIOT 06 OTCYTCTBUM KOHPNMKTa MHTEPECOB.
(DuHaHcnpoBaHme. VccnefoBaHne He MMeno CMOHCOPCKON NOAAePXKKN.
Moctynuna 11.07.2024

MpuHaTa K neyatn 02.08.2024

Ony6nukosaHa 30.10.2024

Clinical cases

L.O. BADALYAN NEUROLOGICAL JOURNAL (Nevrologicheskiy zhurnal imeni L.O. Badalyana). 2024; 5(3): 158-166



HEBPONOTUYECKUIA XKYPHAT umenn J1.0. BADAJIAHA. 2024; 5(3): 158-166
https://doi.org/10.17816/2686-8997-2024-5-3-158-166

KnuHnuyeckne cnyyan

Evgeniia S. Druzhinina’, Dmitry S. Druzhinin?, Julia V. Rogovskaya?®, Sergey A. Kurbatov*?,
Nikolai N. Zavadenko'

Neuralgic amyotrophy in children: clinico-diagnostic features
in 13 clinical cases

'N. I. Pirogov Russian National Research Medical University, Moscow, 117997, Russian Federation;

2Yaroslavl State Medical University, Yaroslavl, 150000, Russian Federation;

3Tomsk Regional Oncology Center, Tomsk, 634009, Russian Federation;

“Research Institute of Experimental Biology and Medicine, Voronezh State Medical University named after N.N. Burdenko, Voronezh, 394036,
Russian Federation;

*Saratov State Medical University, Saratov, 410012, Russian Federation

ABSTRACT

Introduction. Neuralgic amyotrophy is an acute painful inflammatory multifocal neuropathy with a predominant lesion of the brachial plexus
followed after by muscle weakness and atrophy. The brachial plexus and the long nerves of the arms are mainly affected. NA is rare in pediatric
practice and have appeared as isolated case or in small series in the literature.

Objective — to describe the clinical and diagnostic features of neuralgic amyotrophy patients amyotrophy.

Materials and methods. The clinical, electrophysiological and neuroimaging data about 13 patients (11 boys and 2 girls) aged of from 8 to
17 years (average age 13.6 + 3.1) were retrospectively analyzed.

Results. All patients complained of neuropathic pain in the affected upper limb, with an average intensity of 8.5 + 1.2 cm according to the
visual analogue scale. The duration of the pain syndrome averaged of 7.4 + 5.8 days. The average duration of the disease from the onset of pain
to examination was 5.2 + 4.3 months. All patients showed changes in the muscles of the affected side according to electromyography data in
the form of neurogenic restructuring of motor units.

The peripheral nerve ultrasound reveals no significant differences in the average values of the cross-sectional area of the spinal and median
nerves (in 7 patients over the acute phase and atrophy phase and 6 — during the recovery phase) revealed an increase in the cross-section
area of the spinal nerves on the affected side in 38% and 15% on the unaffected side compared with the normative values. In 4 cases, one
hourglass-like nerve constriction was detected in the axillary and 3 ones — in the radial nerves. Two patients received pathogenetic therapy
with steroids. Two patients received surgical treatment. Residual motor deficiency was observed in 62% of patients.

Conclusion. It is a rare condition in children, but raising awareness about it will help avoid delay in diagnosis. In our series of cases, the clinical
and diagnostic features were the same as in adults.

Keywords: neuralgic amyotrophy; Parsonage-Turner syndrome; pediatric; peripheral nerve ultrasound; electromyography; hourglass-like
nerve constriction; nerve biopsy
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BBepgeHune

Hespanruueckast amunorpodus (HA), uan cungpom
Ilepconeitnx—TepHepa — ocTpast 6oJieBast HeMpomnaTus
¢ MPEMMYIICCTBEHHBIM ITOpaXeHUEM IIJICYeBOrO CILIC-
TeHusd. 3abojeBaecMocTh HA BapbupyeT, Mo JaHHBIM
pa3HBIX aBTOpPOB, OT 2—3 ciryyaeB Ha 100 ThIC. Hacese-
Hus [1] mo 1 Ha 1000 Hacenenusa [2, 3], 4TO CBsI3aHO
C HU3KOHN BBIABISEMOCTbIO. Y nereit HA BcTpedaetcs
peaKo W TMpeAcTaBicHa B JUTEpaType OMMCAaHUEM OT-

Clinical cases

IEeJIbHBIX KIMHUYSCKUX HAOMIOAeHUIN WM HEeOOJBIITNX
cepuii [4—6]. Cpemnuuii Bo3pacT Hadajga OOJIE3HU —
or 41 no 52,6 rona [2, 7].

Teuyenue HA y 70% nauueHTOB IIPEeACTABIEHO TpeMs
IMOCJIeAOBATEIPHO Pa3BUBAIOIIMMMICS ha3aMu OOJIE3HU
[7].

Daza 6oau XapaKTepu3yeTcs BHE3aITHBIM pa3BUTH-
€M OCTPOro HeNpOomaTUYeCKOTo OO0JIEBOTO CHHIPOMA,
Kotopblii B 90% ciyyaeB SIBISIETCS IEPBBIM CHUMIITOMOM
y B3pOCJIBIX M Bcero B 2/3 citydaeB y meTeit [4], 4To MOXeT
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3aTPYAHATH IMOCTAaHOBKY aAvarHo3sa. I1pu stom B 60% ciy-
yaeB 00J1b pa3BUBaeTCs HOUbIO [2, 7, 8].

B 90% cnydaeB nopaxenue npu HA ogHocTopoHHee
[2, 7, 9], HO y 10% maLMeHTOB omucaHO OMIaTepaabHOE
BOBJIEUEHE HEPBHBIX CTBOJIOB, €1IE 0oJiee pelKoe y JeTei
[10]. ITpaBast cTopoHa KaK y B3POCIIbIX, TAK M y AeTell cTpa-
JaeT yalie B cooTHommeHun 2 : 1 [11].

Y 95% naiuueHTOoB mnocje 601 B Te4eHUE HECKOIBKUX
MHEN WU HeAeslb pa3BUBAeTCsS MBIIIEYHAs] CIa00CTh —
gaza napeszo8, ampoguii U ceHCOPHbIX HapyuleHUil, KOTOpast
MOXET IIPeNIIeCTBOBAaTh BOSHUKHOBEHMIO O0JIEBOTO CHUH-
npoma B 5% ciyyaes.

@®aza BOCCTAHOBJIEHMS JJIUTCA OT 6 Mec OO 3 Jer
OT Hayayia 3a00JieBaHUSI, ITOJTHOTA BOCCTAHOBJICHHUS 3a-
BUCHUT OT MCXOTHOM TSKECTHM aKCOHAJIBHOTO ITOBPEXIE-
Hus. Yepes 2,5—3,0 roga ot Hayaja 3a00J1eBaHUS TTOJTHO-
IO BOCCTAaHOBJICHUsI (DYHKIIMY YyIAJIOCh TOOUTHCS TOJBKO
B 34% ciydaeB. B octayibHBIX Xe 66% cilydaeB COXpaHsi-
JIach MBIIIIEYHAsI CJIa00CTh ¥ TUIIOTPOMUS pa3HOIt CTeIeHN
BBIPaXXEHHOCTH [2].

[MameHTl ¢ pacrpocTpaHeHUWEM IBUTATEIHBHOTO
1 CEHCOPHOTO Ne(UIINTa HIXKE JIOKTEBOTO CyCcTaBa ObUIH
00beIMHEHBI B OTIOCIbHYIO (hopMy — aucTtanbHyio HA [7].
IIpexne Bcero croga ObLIM OTHECEHBI OOJIbHBIE C TTopaxke-
HHEM TIEPEIHETO U 3aIHETO MEXKOCTHBIX HepBOB. MUMeH-
HO 3TH ITaIlMeHTHI TTO3BOJIMIIM ONMCATh TaKOW (DeHOMEH,
Kak (oKaJibHasl KOHCTPUKIUS mneprudeprudeckoro Hepna
(®KITH). Knnnuyeckasi KapTriHa ObLIa CXOXei ¢ TAKOBOI
pu Kiiaccuueckoit opme HA — pasButie octporo 6oie-
BOTO CHHIpPOMA M ITOCJICIYIOIIEr0 MOTOPHOTO neUIInTa.
bonbmmucrBo mauuentoB ¢ GKITH B3pocnble, omHako
aHAJIOTMYHOE COCTOSTHME OINMCaHo 1 y aeteit [12, 13].

MaTtepuanbl n metoabl

[Mpoananu3upoBaHbl KIMHUYECKHE, IEKTPODU3NO-
JIOTUYECKMe U HeHpOBU3yaln3allMOHHEIE TaHHbIe 13 nereit
(11 ManpumKoB M 2 MeBOYKM) B Bo3pacTe 8—17 et (cpen-
Hui Bo3pacT 13,6 = 3,1 roma), B 5 ciydasix IIpeacTaBIeHO
MpOCNEeKTUBHOE HAOIIOAEHUE.

Bcem manmeHTaMm TpoBeneHa OIIEHKA IBMTATEIbHOTO
nedunura mo mkaiae MRS sum score (Medical Research
Council Scale for Muscle Strength) — 5-6annbpHasg mkana
¢ orieHKO# cwthl (0 6ay10B — TUIerus; 5 6aII0B — HOPMA).
JI71s1 O1IleHKM MHTEHCUBHOCTH 00JIEBOTO CMHIPOMA IIpUMe-
HSUIM BU3yallbHO-aHajorosylo mkany (BALLD).

IIpu nepBrUYHOM OOpallleHUM BCeM MalMeHTaM I1po-
BOIWJIN yABTpa3BykKoBoe ucciaenoBanue (Y3U) nepudepu-
YECKMX HEPBOB Ha YJIbTPA3BYKOBOM CKaHepe «Sonoscape
S20» nuHEWHBIM maTynkoM 8—15 MI'I Ha MpOTSKEHUMN
C 2 CTOpPOH C OLIEHKON IUIOIIAAX ITOIEePEYHOr0 CEYCHMUS
(ITIC) cTMHHOMO3TOBBIX HEPBOB € 2 CTOPOH, CPEINHHO-
ro HepBa B CTAHIAPTHBIX TOYKaX u3MepeHus: MN1 — 3a-
nsictbe, MN2 — kpyraslii mpoHatop, MN3 — cepeauna
TUIe4a 1o MeIUaIbHOM MOBEPXHOCTH Y CITMHHOMO3TOBBIM
HepBaM, a Takke nmorck @KITH B kimmHudecku BoBIeUEH-
HoM HepBe. I1T1C mepudepnyecknx HEPBOB OLICHMBAIU
C TIOMOIIBIO BCTPOSHHOI aBTOMAaTUYECKOU (pyHKIUU el-
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lipse tool. Takske cKaHMPOBAJIM Ha BCEM TTPOTSKEHUU JIOK-
TeBbIC, JIyYeBbIE HEPBHI M KIWMHUYECKU BOBIICUYEHHBIE —
MOAMBILIEYHBII U 100aBOYHBIH ¢ Leabio moucka OKITH.
Hnsa muddepeHIMPOBKY ¢ apTepUaIbHBIMUA U BEHO3HBIMU
CTBOJIaMU TIPUMEHSUIM METOIMKY ILIBETOBOTO IOIILICPOB-
CKOT0 KapTHUPOBAHUSI.

Dnekrpomuorpadust (ODMI') npoBeneHa 6 manueHTaM
Ha muorpacde «Heitpo MBII-4» («Heitpocod1») Ha paz-
HBIX 3Tarax 00JIe3HU C LIeJIblO OIpeeeHUs 00bEMa BOB-
JIUEHHBIX TIepudepruecKrx HepBoB. [l Kaxkaoro mauu-
eHTa 00beM DMI onpenensiiivi THOIMBUIYAIbLHO B 3aBUCU-
MOCTHU OT KOJIMYECTBA KIIMHUYECKN BOBJICYEHHBIX HEPBOB.

YerplpeM TAlIMEHTaM IIPOBEIeHA MAarHUTHO-PE30-
HaHcHas1 Tomorpacdust (MPT) HepBHBIX CTBOJIOB C OIlEH-
KOl HAJIMIMSI U3MEHEHUSI HEPBHBIX CTBOJIOB B pexkuMax 12
u STIR B Buge ycunenust MP- curnana, Haimyme Mpliied-
HBIX aTpoduii — B pexkume T1.

OnHOMY IMAITUeHTY ¢ 4 pelaIBaMU ITPOBEIECHO BHICO-
KOIIPOM3BOAUTEILHOE CEKBEHMPOBAHME Ha MaHEIb KIIM-
HUYECKWI 5K30M C aHAJIM30M COBOKYITHOCTH BCEX T€HOB,
BKJtouasi reH SEPTY9, KtmHu4ecKas CBSI3b ¢ 3a00JIeBaHNSI -
MM KOTOPBIX HAYIHO JOKa3aHa.

Xupyprudeckoe JIedeHIe TIPOBEICHO 2 MallueHTaM.

I'mcTomormyeckoe  MccleqOBaHME  IIPEICTaBICHO
y 1 maumenra. IlapaduHoBbie cpe3bl (DUKCUPOBAHHO-
ro B HeuTpanbHOM 3abydepeHHOM ¢dopMannHe ¢par-
MEHTa JIy4eBOrO HepBa OKpAIIWBAJIM Te€MaTOKCHJIMHOM
W 303MHOM. MMMYHOTMCTOXMMHYECKOE OKpaIllMBaHUE
npoBoauau B uMMmyHocTteliHepe «BOND Max» («Leica»)
¢ ucrnonb3oBaHreM anturesl K CD4 (kioH 4B12, «Leica»),
CDS8 (xion 4B11, «Leica»), CD20 (xioH L26, «Leica»),
CD68 (xiton 514H12, «Leica»), 6enky S100 (xinon 4C4.9,
«DBS»).

CraTucTUUecKyl0 00pabOTKy JAaHHBIX IPOBOAVIN
C MCIOJIb30BaHMEM MporpaMmbl «Statistica 10». Omuca-
TeJbHAasl CTATUCTUKA IIPEACTaBICHA B BUIEC pacuéra Cpel-
HETO0, CTAHAAPTHOTO OTKJIOHEHUS B BBIOOPKE MIJIST KOJIMIe-
CTBEHHBIX IEPEMEHHBIX, YACTOT BCTPEYAEMOCTH U MOJICH
B BBIOOPKE MIJI1 KAYECTBEHHBIX TIEPEMEHHBIX.

Hns cpaBHEeHUs KOJWYECTBEHHBIX JAHHBIX B HECBSI-
3aHHBIX MEXAY C000# BBIOOpPKAX ¢ YYETOM MaJIOTO KOJIM-
YeCTBa PACCUMTAH IIPOLIEHT OTKJIIOHEHUSI OT 95-r0 TIepiieH-
TWISI HOPMATUBHBIX 3HAYEHUM IJISI KaXXOOU BO3PACTHOU
TPYIIIBI IO MIPUHITUITY CIIy9aii—KOHTPOJIb.

HccnenoBanue ogo0peHO JIOKAJbHBIM B3TUYECKHAM
komuteroM PIAOY BO «Poccuiickuii HallMOHAJIbHbIIA
HCCIICIOBATEIbCKUM MEIULIMHCKAI YHUBEPCUTET WM.
H.W. uporosa» (mporokoia Ne 209 ot 28.06.2021).

Pesynbratbl

OOmrasg xapakTepuUCTUKa TAIlUCHTOB IIpMBEIcHA
B Tadu. 1.

Bce nanyeHTsl npeabsBisiiv XKaao0bl Ha HeliponaTu-
4yecKyto 00Jib B MOpaKEHHOU BepxHelt KOHEYHOCTU MHTEH-
CUBHOCTBIO B cpeaHeM 8,5 + 1,2 cm mo BAIILL. daurtens-
HOCTB 00JIEBOTO CUHAPOMA COCTaBMJIa B cpeaHeM 7,4 £ 5,8
IHA. Y 4 maulMeHTOB OTMeYeHa B BUAE TPUTTEPHOTO (DaKTO-
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Ta6nuua 1. O6wWan xapaKkTepuCTKa NaLeHToB
Table 1. The baseline patient’s characteristics

Neo

Bospacr, TMopaxéHHas TMopax€HHBI
HELE JIET — CTOpPOHA YPOBEHD
Lo Age, year St Affected side Involved level
number
1 12 M J Inc
M L Brachial plexus (BP)
2 15 X JI I1C + ny4yeBoii HepB
F L BP + radial nerve
3 13 M JI T1C + n1yuyeBoit HepB
M L BP + radial nerve
4 17 M I1 T1C + nyuyeBoit HepB
M R BP + radial nerve
5 8 M J [1C + ny4eBoii HepB
M L BP + radial nerve
6 16 M J I1C + ny4eBoii HEpB
M L BP + radial nerve
7 16 X I Inc
F R BP
8 16 M JI/11 I1C + nonmeliey-
M L/R HbI HEPB
BP+ axillary nerve
9 16 M I J06aBOYHbBIN HEPB
M R Accessory nerve
10 16 M I Inc
M R BP
11 8 M JI Jly4eBoii HepB
Radial nerve
12 12 M I1 Jlo6aBOYHBII HEPB
M R Accessory nerve
13 16 M 11 J06aBOYHBIN HEPB
M R Accessory nerve

pa nepeHecéHHasl pecrnuparopHasi MHdekius (6e3 obpa-
IIEHUS K Bpauy) ¢ MOABEMOM TEMMEPATyphl 10 (heOpuib-
HBIX IMDP 32 HECKOJBKO JHEU A0 BOSHUKHOBEHUS 00U,
y 4 60obHBIX — (Du3MUecKas rneperpy3ka HakaHyHe OOJIH.

Tpoe manueHTOB OCMOTPEHBI U 00CIIENOBaHbI B (ha3e
6011, 4 — B (baze mape3oB U atpoduii, 6 — B (daze Boc-
ctaHoBiieHUs. CpenHss MPONOIKUTEIBHOCTh 00Je3-
HU OT Havaja 60Ji1 10 ocMOTpa cocTaBuia 5,2 * 4,3 mec
(MunumyM 10 gHeit, makcumyM 13 mec). 46% naiueHTOB
OCMOTpEHEHI Yepe3 6 Mec U Gojiee oT Havana 6osu. Tomib-
KO 2 TMaIlMeHToB B (ha3ze 00JU MOyYyaau TIIOKOKOPTUKO-
CTEpOWJIBI B aIEKBATHBIX 103aX — | MT/KT Beca B TiepecueTe
Ha METWINIPEIHU30JI0H. M3 GosieyTosIonmMX npenapaToB
BCEM MallMeHTaM HA3HAYaJIUCh HECTEPOUAHBIE MPOTUBO-
BOCHAIUTENIbHBIE cpencTBa 6e3 addekTa B BUIE COXpaHe-
HUSI OOJIEBOTO CUHAPOMA, ONHOMY — OTIMOUIHbBIN aHAIb-
TeTHK.

Y 6 MaluMeHTOB MopaXkeHUe OTMEYeHOo ciieBa, y 6 —
crnpasa (y 1 u3 Hux 6buto 4 GosieBBIX aTaku), y | — OBYy-
CTOPOHHEE MOpaXeHue MOCcIeIoBaTeIbHO CHavalla cieBa,
3aTeM 4yepe3 3 roza cripasa.

Clinical cases

KnuHnuyeckne cnyyan

MHTEeHCUBHOCTD
JITMTeTbHOCTh
60JIeBOTO 6o, Hu KonuuectBo Misosim i
cunapoma (BAILLI) e arak
; Duration 1Iee COOBITHE
Intensity of the . Number of .
. of the pain, Trigger
pain syndrome davs attacks
(VAS) Y

10 8 1 Ha
Yes

8 14 1 Her
No

7 14 1 Her
No

10 7 4 Ha
Yes

8 1 1 Her
No

10 1 1 Ha
Yes

6 1 1 Her
No

8 14 2 Ha
Yes

8 4 1 Ha
Yes

9 14 1 Ha
Yes

8 1 1 Her
No

8 0,3 1 Hert
No

8 3 1 Ha
Yes

B 9 ciyyasx Bosnexkanoch I1C, U3 HUX y 5 MalMEHTOB
ObLT BOBJIEUEH U JIy4eBOW HepB, ¥ 1 — MOIMBIIIEYHbBIA
HepB. B 3 ciyuasix BBISIBIEHO M30JMPOBAHHOE TTOPAKEHUE
I00aBOYHOTO HepBa U B 1 — JTy4eBoOli HEPB.

VY manpenta Ne 6 ObUTM Bepu(PUIIMPOBaHbI HIeHHbIE
pebpa ¢ 2 CTOpOH.

Knunnueckast kapruHa mamueHTta Ne 3 mpejcraBieHa
Ha puc. 1.

Ilo manHbeiM DMI y Bcex MalUMEHTOB OTMEYaloCh
HOpMaJIbHOE TIPOBENEHME 10 CEHCOPHBIM M MOTOPHBIM
BOJIOKHaM HEPBOB MOPaXXEHHOW CTOPOHBI, HEMPOTEHHBIE
U3MEHEHUS TIPU UCCIIEIOBAHUU UTOJIBYATBIM JIEKTPOJOM
TOJIBKO B MBIIIIIAX TOPAXKEHHO CTOPOHBI OTMEUEHBI Y BCEX
HCCIIEIOBAHHBIX MAIIUEHTOB, ¥ 3 TAIMEHTOB C 2 CTOPOH.

Cpennue 3HaueHus1 ITIIIC mopax€HHOI M Hermopa-
XE€HHOU cTOopoH 110 JaHHBIM Y3 U TTI1C cnMHHOMO3TOBBIX
W CpeAUMHHBIX HEpPBOB (y 7 MallMeHTOB — B OCTPOil (pasze
u dase arpoduii, y 6 — B (aze BOCCTAHOBJIIEHUS) MPU
CpaBHEHUHU C 95-M MepLEHTUIEM HOPMATUBHBIX 3HAYEHU I
B COOTBETCTBYIOIIMX BO3PACTHHIX rpymnmax [14] mo mpuH-
LIWTTY CITy9aii—KOHTPOJIb TIPENCTaBIeHbl B Ta0m. 2. 3a ma-
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KnuHunuyeckne cnyyan

Puc. 1. NaumeHT K., 8 net. Cnaboctb pasrnbaHus nanbLes cnesa.

Fig. 1. K. Patient, 8 years. Impaired extension of fingers on the left.

Ta6nuya 2. NNC Y31 nepndepuyecknx HepBoB
Table 1. US PN

Ne n " HenopaxéHHas cTopoHa, ®daza
OpaxXEéHHast CTOPOHa, . 5
nanu- % OTKIOHEHIS OT HOPMBI % OTKJIOHEHUS OT HOPMBI 95% MOBEPUTENBHBIA MHTEPBAL, MM>  GOJIE3HU
. L . 5
CHTA  prciod o N oS o mieon Unaffected side, % deviations 95% confidence interval, mm Phase
Case from the norm of the
number C5 C6 C7 MNI MN2 MN3 C5 C6 C7 MNI MN2 MN3 C5 C6 C7 MNI MN2 MN3 disease
1 H/mn H/m H/n H/m H/m H/m
—8.1 48.6 8.1 N/d Njd N/d 139 28.8 —-34.5 N/ N/d Nyd 8.00 7.40 11.30 8.00 8.00 11.00 1
2 H/n H/n
229 335 342 52 N/d 62.5 17.7 187 209 223 N/d 17.1 7.40 9.10 9.80 7.30 7.30 8.70 1
3 H/n H/n
—-2.5 -32.1 -76.5 —40.3 N/d —41.0 20.8 51 —66.1 —29.0 N/d —32.5 8.00 7.40 11.30 8.00 8.00 11.00 1
4 H/m H/n H/n  H/m  H/m  H/n  H/n H/n  H/n
N/ N/d 34.6 21.5 N/d N/ N/d N/ N/ 28.4 N/d N/ 7.40 9.10 9.80 7.30 7.30 8.70 2
5 42.6 —-17.5 —-32 -32 243 24 474 -09 -43 148 302 7.1 62 107 96 63 53 79 2
6 -39 243 —147 228 209 55 52 -9.1 -148 206 121 66 7.40 9.10 9.80 7.30 7.30 8.70 3
7 —48.0 172 183 -825 —46.0 -8.7 17.7 —1.1 183 —825 -21.6 —24.3 7.40 9.10 9.80 7.30 7.30 8.70 3
8 -57 172 30.0 270 —-42 130 -57 9.0 30.0 188 —42 275 740 9.10 980 7.30 7.30 8.70 2
9 51 -96 —-42 402 231 121 -—-193 —18.1 —19.5 27.7 348 147 7.40 9.10 9.80 7.30 7.30 8.70 3
10 260 9.0 109 18.8 -21.6 209 -—138.7 —13.7 —40.0 27.0 —-42 33 740 9.10 980 7.30 7.30 8.70 3
11 —12.7 —109.8 -31.5 —1.6 253 —-53 3.1 —-50.7 -29.7 222 172 —-67 62 107 96 63 53 79 2
12 -81 63 -107 12 —-6.6 26 212 26 -269 —12.6 36 —77.4 8.00 7.40 11.30 8.00 8.00 11.00 3
13 —42 —151 -152 197 26 —-6.1 204 413 —181 161 109 64 740 9.10 9.80 7.30 7.30 8.70 3

IIpumevanune. H/n — HeT 1aHHBIX.
Note. N/d — no data.

TOJIOTMYECKOE OTKJIOHEHHWE OT HOPMBI MPHMHSITO YBEJIH-
yenue I1T1C nepudepnueckux HepBoB Gosee 30%. Brbi-
gapineHo yBenmdyeHue [TITC crmMHHOMO3roBBEIX HEPBOB Ha
MOpaxkEHHOU cTopoHe Y 38% MaleHToB, Ha HEMOpaXkEH-
HoM — y 15%.

B 3 cayuasix BergBiaena @KITH: 1 — B mogMbllie4HOM
HepBe, 2 — B JIyYEBBIX.

Y manuentoB Ne 4 u Ne 10 mo manHbeiM MPT BBISIB-
JieHa aTpodusi MOPaKEHHBIX MBIIIL, WHHEPBUPYEMbIX
I1C, y matmenTa Ne 6 — ycuienue MP-curHana B pexun-
max T2 u STIR ot nydeBoro HepBa Ha IUieue, y NalyeHTa
Ne 3 He OBLIO BBISIBJIEHO U3MEHEHMIA.

162

I1pu npoBenenunu ananu3za JJHK nmaroreHHBIX 1 Bepo-
SITHO ITATOTEHHBIX BAPMAHTOB B T€HAX, SIBJISIONIMXCS HAM-
0oJiee BEpOSITHOM MPUYMHON 3a00JieBaHMsI, BKIOYasl TeH
SEPT9, He BBISBICHO.

IMaunentam Ne 3 1 Ne 6 ripoBefeHO orepaTuBHOE Jie-
yeHue B 00beMe HEeBpOJIM3a JyueBoro Heppa. MHTpaorie-
paunonHas kaptruHa @KITH nydyeBoro HepBa ripeacrasiie-
Ha Ha puc. 2.

IMamumenT Ne 3 mpooriepupoBaH 4yepes 4 Mec OT Havaja
6osn, No 6 — yepes 5 mec.

[Tpu rucronornyeckom McciaeToBaHuM (pparMeHTa JIy-
yeBOro HepBa mnamyeHTa No 3 BbISIBIIeHBI (PUOPO3 STIMHEB-
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puUsl, YIaCTKM XXHPOBOTO 3aMEIEeHUs] HEPBHBIX BOJIOKOH,
0YaroBOe CHIDKEHUE TNIOTHOCTY HEPBHBIX BOJIOKOH, HETY-
cras TMMOOTUCTHONMTapHAs MHOWIbTpaIvs KaK B 9HIO-
1 TIEpUHEBPHH, TaK U B SITMHEBPUHN (pHC. 3).

[Mpy TMMYHOTHCTOXMMHMYECKOM HCCIICIOBAHUN YCTa-
HOBJICHO, YTO CPEeIM KJIETOK BOCHAJIUTEIHLHOIO MH(MWIb-
TpaTa Kak B HEepBe, TaK M B €ro 00O0JIOUKE Ipeobiamann
CDS8"-muMmdounTsl, B cpeaHEM 10 5 KIETOK B ITOJIE 3pEHUS
(% 400), c HaTMIMEeM eTMHUIHBIX ITIEPUBACKYJISIPHBIX CKO-
ieHui 1o 13 kieTok B mosie 3peHus (X 400) B IepuHEBpUN.
OnunouHblit CD4*-nmuMmdount o6HapyXeH B SHIOHEBPUH,
B TO BpeMs Kak B nepu- u anuHeBpun CD4*-nmumM@oLmnTh
OTCYTCTBOBaJIY. B TeprHeBpUM NEpUBACKYISIPHO BEISIBIIC-
Hbl HeMHorouuciaeHHble CD20"-mumdountel. UHPUIB-
tpaumust CD68*-Makpodaramu Oblta 0GoJiee BbIpaXkeHa
B ®HIOHEBpUU (B cpenHeM 5 B mojie 3peHus npu X 400),
yeM B IepH- 1 3nuHeBpuH (1 B mose 3peHust mpu X 400).
Kpome TOro, B mcciaemoBaHHOM ¢parMeHTe HepBa BbI-
siBjieHbl (DoKychl mponudepauuy MIBAHHOBCKUX KJIETOK
(puc. 4).

M3 13 nmaumeHTOB BOCCTAHOBWJIMCH 5: 4 — B Teue-
HHUe 6 Mec mociie Havyaia 6o, 1 — 1mocie onepaTuBHOIO
JICYCHMSI.

Hab6noneHue 3a mauueHTaMu, KOTOPbIE ObLIM MPOO-
TIepUPOBAHBI, OCYIIECTBISUIN B TeueHWe roma. [lammeHT
Ne 3 BoccraHOBMIICS Yepe3 6 MeC ITOCII€E JIeYeHMs, TTALIMEHT
Ne 6 He BoccTaHOBWIICS Yepe3 12 Mec Tociie orepaium.

O6cyxaeHune

HA vamie BcTpeuyaeTcss y JIMI MYXKCKOro Iojia (B
COOTHOIIIECHUM B cpemHeM 2 : 1) Kak B JETCKOM, TakK
1 BO B3pocjioM Bo3spacTte [6, 11]. B Hamrem ucciaenoBaHnu
COOTHOIIIEHUE cocTaBuio 5,5 : 1.

V nereii pazButue HA omnmcaHo B Bo3pacTe oT 3 mHeil
mo 17 ner ¢ 2 mukaMu 3a00JIeBaeMOCTH: B HEOHATaJIb-
HBII TIEPUOA U B IIOAPOCTKOBOM Bo3pacTe (B 7—15 jer)
[15, 16]. Hu y ogHOro M3 HalIMX MALIMEHTOB CUMIITOM
HA ne mposBuicg B paHHeM Bo3pacte. Heliponatuye-
CKOM 00JIeBOMi CMHIAPOM pa3BUJICS Y BCEX HAIIMUX OOJIb-
HbIX, KaK 1 B uccienoBanuu F. Al-Ghamdi u coasr. [6],
TOT/Ia KaK MO JaHHBIM IPYrux HabmoneHuit y 25% nereii
6ostn He 6buT0 [16].

[IpenmecTBytomass BUpycHass WHMEKIIUS OTMeYeHA
y 4 HammMXx OOJBHBIX, BAKIIMHAIIUS — HU Y OIHOTO, XOTS
B paHee ONMyOJIMKOBAHHBIX CIIydasiX OOBIYHO TPUITEPOM
st pa3Butust HA 6bpu1a BUpycHast MHOEKIIMS MIH BaKII-
Hauwmd [16].

VY nmereii, KaK M B3pPOCJIBbIX, Yallle BCETO B IATOJIOTH-
yecKkuil npouecc Bopiekaworcs Bersu I1C [2, 6, 16]. Ha-
MM TIOJIy4eHBI aHAJOTUYHBIC HaHHbIE — y 9 MallMeHTOB
n3 10 BoBiekanoch [1C, y 5 U3 KOTOPBIX B COYETAHUM C TTO-
paxXXeHHeM JIy4eBOrO HepBa, y 1 — IOIMBIIIEYHOTO, T0-
Ka3bIBAIOIMINI MYIbTU(DOKAIBHBINA XapaKTep ITOpaXKeHUs
nepudepndeckux HepBoB Ipu HA. Y 3 60abHBIX OTMeue-
HO M30JIMPOBAHHOE MOpPaXXKeHNE T00aBOYHOrO HEpBa, KO-
TOPBIA, IO JAHHBIM JINTEPATYPHI, Yallle BCETO ITopaxaeTcs
M3 YeperHbIX HepBoB [17, 18].

Clinical cases

KnuHnuyeckne cnyyan

Puc. 2. DoKanbHas KOHCTPUKLUA Ny4YeBOro HepBa
(nauymeHT N2 3).

Fig. 2. The Focal constriction of the radial nerve
(case No. 3).

Puc. 3. Tncronornueckoe nccnegoBaHue (naymveHt N2 3).

OyaroBoe CHUXEHWE NIOTHOCTU HEPBHbBIX BONIOKOH, YUYaCTKM XXUPOBOTO
3aMeLUeHNs HePBHbIX BOSIOKOH, G16po3 snmHeBpus. OKpacka reMaToKCu-
JINHOM 1 3031HOM, scale bar 400 MKM.

Fig. 3. Histological evaluation (case No. 3).

Focal decrease in nerve fibers density, focuses of the fat replacement,
fibrosis of the epineurium. Hematoxylin and eosin staining, scale bar:
400pm.

ITpu DMI HU B OTHOM M3 CiIy4aeB He OOHaApy:KMBa-
JIOCh HapyIIeHWE IPOBEACHUS IO CEHCOPHBIM M MOTOP-
HBIM BOJIOKHAM HEpBaM ITOPaxXEHHOM CTOPOHEI, T. K. Y Ia-
mueHToB ¢ HA mpoBeneHue He cTpagaet [7]. AMIUIMTYIbI
CCHCOPHEBIX OTBETOB HE CTPaIajd HA B OMHOM M3 CIyJacB,
XOTSI B HEKOTOPBIX pabotax B 20—23% citydaeB BBISIBIISLIOCH
HapyIIeHNe CEHCOPHOI (GPYHKIIUM B BUIE ITAICHUS aMILIH -
Tyabl S-otBeta [6, 19]. Mronbuatas DMI Gosiee 4yBCTBU-
TeJibHA ISl BBISIBJIEHUS JE€HEpPBALMM U PEUHHEpPBALIMU.
Y Bcex IMallMeHTOB BHISBJICHBI N3MEHEHMS B MBIIIIIAX T10-
pPaxXEHHOI CTOPOHBI B BUAC HEMPOTEHHOU IE€PECTPONKU
IBUTATEJBHBIX SAWHUII, YTO COIIACYETCSI C Pe3yJIbTaTaMM
NIpYTUX ucciaenosarenei [6, 11].

Mur obHapyxwm yBenndenune IIIIC crimHHOMO3-
roBeix HEpBOB Ha 30% u Gojice Ha MOPAXEHHON CTOPOHE
y 38% manumMeHTOB 1 Ha HEMOPaXXeHHOH v 15% manmneHToB
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KnuHunuyeckne cnyyan

Puc. 4. UmmyHorncroxumumnuyeckoe nccnegosaHne (navyueHt Ne 3).

a — uHdunbTpauyma nepuHespua CD8*-numdbounTtamu, scale bar 200 Mkm; b — nHPUNbTPauMa sHgoHeBpusa CD8*-numdoumnTamu, scale bar:
200 MKM; ¢ — nepuBackynapHaa nHéunstpauua CD20*-numdboumtamu B nepuHespuy, scale bar: 100 mkm; d — dpokanbHaa nponudepauua WBaHHOB-

CKUX KNeTok, scale bar: 300 mkm.
Fig. 4. Inmunohistochemical (IHC) evaluation (case No. 3).

a — CD8* lymphocytes infiltration in the perineurium, scale bar 200 um. b — CD8* lymphocytes infiltration in the endoneurium, scale bar: 200 pm.
¢ — perivascular CD20* lymphocytes in the perineurium, scale bar 100 pm. d — focal proliferation of Schwann cells, S100, scale bar: 300 pm.

MpU CPaBHEHWU C HOPMATHMBHBIMM 3HAYeHUSIMU. B yu-
Tepatype omnuchiBaetca yseauudeHue IIIIC cpeanrHHOrO
HepBa Ha ypoBHe Tievya Ha 30% u ayueBoro Ha 43% Ha 1mo-
PaXEHHOI CTOPOHE MPU CPaBHEHUM C KOHTpaJIaTepaTbHOM
CTOPOHOI U TPYIINON KOHTPOJIS Y B3POCJbIX MAllUEHTOB,
Jlaxke HECMOTpPsI Ha OOJIbLION CpemHUid CpoK OOJe3HU —
OT HavaJia 6oiu 10 ocMoTpa (mposeaeHus Y3U nepude-
pUYECKOTO HepBa), KOTOphIii coctaBua 16 + 13 mec [20],
TOoraa Kak y Hauumx 6oJbHbIX — 5,2 + 4,3 mec. OnucaHue
®OKITH B tuTepaType BCTpedaeTcsl B OCHOBHOM Y TTAlIMEH-
TOB cTapiie 18 JeT, ¥ TOJIbKO eAMHUYHBIE CIyJau y JeTe,
oOHapykKeHHbIe C MoMollblo Y3U 1 noaTBepKAEHHbBIE UH-
TpaornepaliioHHo [13]. B Haieit cepuu ciryyaeB Mbl OOHa-
pyxwm OKITH y 3 manueHTOB ¥ TOATBEPAWIIN e€ Halv-
yue B 2 caydasix BO BpeMsl OlepaTUBHOIO BMeIllaTeIbCTBA.

MP-Heiiporpadus y nmanpeHToB ¢ HA MOXET BBISIBUTh
OTEK HEPBHBIX CTBOJIOB U aTPOGUIO MOPAKEHHBIX MBIIIIIL
B Bue ycwieHuss MP-curHana B T2-B3BellIEeHHBIX MTOCTIE-
noBateabHOCTAX [7, 10], 4TO OBLIO MPOAEMOHCTPUPOBAHO
Uy HallluX OOJIbHBIX.

V | nanmeHTa B HalIeM UCCJIeNOBaHUM ObLIO 4 penu-
JI1Ba, MaTOreHHbIX BapuaHToB B reHe SEPT9 He oOHapy-
>XeHO. BrIsiBlIeHHe TaTOreHHbIX BapuaHTOB B reHe SEPTY
ocTtaércsa HU3kuM npu HA, 4To, BeposiTHO, CBSI3aHO C Ya-
CTOW MPUOOPETEHHON MPUYNHOUN ¥ TeHETUYECKOM reTepo-
TeHHOCTbIO 3a00sieBaHus [21].
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l'uctonornueckue usmenenus npu HA B Bume Boc-
MATUTETBHON  WH@UABTpalUs y4acTKa KOHCTPUKIMU
O6bpUTM TIOKa3aHbl Oosiee 20 net Haszaz [22, 23], npu 3TOM
MMMYHOTUCTOXUMHWYECKUIA aHanm3 0OHapyX1BaeT
CD8*-T-nmumdpouutsr, CD20"-B aumdoruter 1 CD68*-
Makpodaru, pacroyiOKEHHbIE BOKPYT IMEPUHEBPATBHBIX
¥ HIOHEBPAIbHBIX COCYNOB, ¢ TipeodnaganeM CD8*-T-
JUM@OUUTOB CpeAu KJIETOK BOCHAIUTEIBHOTO MHOUIb-
Tpata [24]. Mbl OTyYWIn aHAJTOTUYHbIE U3MEHEHUS, YKa-
3BIBAIOIIME HAa CXOXeCTh MmaroreHe3a HA kak Bo B3pocioit,
TaK ¥ B IeANATPUIECKON MPaKTUKE.

bonpmvHCcTBO JeTeit BBI3MOPABIMBAIOT B TeYe-
HHMe 8 Mec oT Hayama Gonu [16], B Hameil cepuu Ha-
OyitofeHUS BOCCTAHOBWINCH MOJIHOCTBIO TOJBKO 5 4eso-
BEK, 7 UMeJIM YACTUYHOE YJIYyYllleHUE B BUJE HapacTaHUS
MBIIIEYHOW CWJIBI U | HE BOCCTAHOBWIICS, YTO, BEPOSITHO,
CBSI3aHO C HEOOIBIINM CPOKOM HAOIIOAEHUS B OOJBIINH-
CTBE CJIy4yaeB, a TaKXe HaJIUYUEM aHOMAJIUU Pa3BUTHUS
KOCTHOM cucTeMbl y ameHTa Ne 6. OrpaHuyeHueM Ha-
IIEr0 UCCIEeNOBAHUS SIBIISIETCS HEOOJbIIOE KOJUYECTBO
MAlEHTOB U €r0 PETPOCTIEKTUBHBIN XapaKkTep IS 00JIb-
IIWHCTBA CIy4YaeB.

3aknouyeHne

IMposienenuss HA y B3pocibIx U eTeli ONMHAKOBBIE,
OITHAKO OOCYXXIaeMOe COCTOSTHME HEIOOIEHWBAETCS Tie-
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IHAATpaMy U IEeTCKUMU HEBPOJIOTAMM, YTO BEAET K 3aIePK-
K€ TIOCTAaHOBKM JMarHo3a.
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