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CNMHAOPOM JIbIONCA - CAMHEPA: AHAJIN3 CJIIVHAEB
ATUITNYHOTIO OEBIOTA C ITEPBYHOI'O
ACVMMMMETPNYHOIO ITOPAKEHWM I HEPBOB HOI'

A.C. PusBanoBa, E.A. MenpHUK, [I.A. I'pnmnna, H.A. Cynonesa
OI'bHY «Hayunblii ieHTp HeBposorum», I. Mocksa, Poccyis

Cundpom JIvtouca - Camuepa Abasemca Haubosee 4aCHon amMuNu4Ho opmoil XpoHudecko Bocnatu-
meAbHOU deMuesurusupyowei nosunetponamuu (XBIAII). ¥V boavuiuncmba 6oavHbix 3a601eBarie Ho-
CUM Me0AeHHO Npoepeccupyiowutl xapaxmep, umo Abasemcs. 00HUM U3 pakmopob ybesuvenus cpoxo
nocmanobxu Beproeo duaerosa. CboeBpemennyio duaenocmuxy 6 pade cayuaed sampyonsaem u Hexapax-
mepHoe nepBuuroe nopaxerue Hepbob Hoe y nayuenmob ¢ cunopomom Jlviouca - Camuepa, 045 KOMOPbIX
MUNUYHOU KAUHUYeCKOLl KapmuHou ABasemca Bepxruil Ba1biil OUCMAAbHbIL nApanapes.

Leas uccaedobanus: onpedesums uacmomy bempenaemocmu cunopoma Jlvtouca — Camuepa (CJIC), debio-
mupyioujeeo ¢ nopaxenus HepBoB Hoe; oxapaxmepusobams KAUHUYECKUE U NAPAKAUHUYECKUE 0CODEHHO-
cmu 60AbHBIX ¢ OAHHBIM CUHOPOMOM.

Mamepuarv u memoos.. [Ipoanasusupobarst kaunuueckue 0aHHbvle, pe3yAbIManibvl CIUMYAAYUOHHOTL 24eK-
mponetipomuoepagpuu u yavmpasBykoboeo uccaedobanua nepugpepuueckux vepbob 36 nayuenmob ¢ CJIC.
Pesyavmamut. YcmanoBaen Bvicokutl npoyenm (44 %) Bcmpeuaemocmu nayuenmob ¢ CJIC c debronom ¢
nopaxcenus HepBoB noe. O0naxo cneyugpuueckue, xapakmephvie o131 XBIIIT, usmenenus npu Heipogu-
3110102UHeCKoM 1 COHoepagpuyeckom uccaedobanuu HepBob noe e Boiabaersi. Vismenenus, munuumsie 045
OUSUMMYHHOU Helponamuu, Bepudpuyupobans. moavko npu uccAe008aHul KAUHUYECKU UHIMAKNIHbIX
OAuHHbLX HepBoB pyk.

Bui6Bodvt. B cayuasx acummempu4nol Hellponamuy HUXHUX KOHedHOCmel U0UONAMU4ecKo20 eeHesa ce-
dyem umemsv nacmopoxenrocms 8 omruowenuu CJIC u, 0axe HecMOMpPA HA HAAUHUE CUMNITIOMAMUKY
MOoAbKO 8 HUXKHUX KOHeuHOoCmAX, 0bcaedoBamb nepupepuyeckue HepBol pyx.

KaroueBuie croBa: xponuueckas Bocnasumesvhas 0eMUeAUHUSUPYIOWAs NOAUHETPONAMUS, CUHOPOM

JTvtouca - Camuepa, amunuuuas gpopma.

Beenenne. XpoHuueckass BOCHAIUTEIbHAS
JleMHUETMHU3UpYyomas nonuaeiiponatus (XBIIT)
NpEeACTaBIsIET COOOH reTepOreHHYI0 IPYIILY IIPH-
00peTeHHBIX HEHpONaTHi AU3MMMYHHOI'O T'eHe-
3a, Cpey KOTOPBIX BBIIEISIIOT TUIIMYHBIE U aTH-
nuuHble Gopmbl 3a0oneBanust [1-3]. Haunbomnee
pacrpocTpaHeHHOH aTunuuHoi Gopmoit XBJIIT
ABJSIETCSL aCUMMETPHYHAs MYJIbTU(OKaIbHAS
CCHCOMOTOpPHAsl J€MUEJIMHU3UPYIOLasl IOJIH-
Heliponatud, win cuaapom Jletonca — CamHepa
(CJIO) [3].

BrnepBble KINIMHUYECKUI TOPTPET U MOJIOKHU-
TeNBHBIN 3((PEKT OT Tepanuu rIIFOKOKOPTHKOCTE-
pOUIaMHU TIPU TaHHOM 3a00JIEBAHHH OTHCAHBI B
1982 r. R. Lewis et al. [4]. B ocHOBe kinHMYe-
ckux mposiBaernid CJIC JeXUT CHMITOMOKOM-
IUIEKC BEPXHET0, IPEUMYILECTBEHHO JUCTaJIbHO-
ro, BSUIOTO aCUMMETPUYHOIO Iapanapesa ¢ pas-
BUTHEM CEHCOPHBIX U MOTOPHBIX HapyllIEHUH B

pyKax, MBIIIEYHBIX THIIOATPOMUNA MBI TPEA-
TUIEYU U KHUCTEH, CYyXOXKIIbHOU runoapedIiek-
cuu. Y TOAABISIONIETO OOJBIIMHCTBA OOJBHBIX
3a0oseBaHre IeOIOTUPYET C TTOPAKEHUST HEPBOB
pYK, nuib B 18 % ciryuaeB — ¢ mopaskeHHs AJIHH-
HBIX HEPBOB HOT C pa3BUTHEM HIDKHETO Iapa- WiIn
MoHomapesa [5]. TeueHue 3a0o1eBanus Jare HO-
CHUT MEJUIEHHO MPOTPEeCCUPYIOLINHA XapakTep 0e3
BBIPQKEHHBIX OOOCTPEHMI, XapaKTepHBIX s
XBAIL. VY psima manueHToB OTMEYaETCs TOOpOKa-
YECTBEHHOE T€YEHHE — MPOTPECCUPOBAHIE CUMII-
TOMATHKH 0€3 pa3BUTHs 3HAYMMOW WHBAIWIH3A-
UK 1 HeOOXOMMOCTH MPOBEICHUS MTATOTCHETH-
YeCKOH Teparuy Ha MPOTSHKEHUH HECKOJBKUX JIET
U faxe necaTmwieTnit [6-9]. Dnextpodrznonoru-
yeckas kaptuHa npu CJIC Takke UMeeT psji 0co-
OEHHOCTEH, OTIIMYAIONTUX TaHHYIO (OopMy OT TH-
nuuHoi XBJIIT u cBsi3aHHBIX B EPBYIO OYEpEb
C OTCYTCTBHEM MPU3HAKOB TU(PQPY3HOTO TeMHe-
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JMHU3UPYIOLIEro Mpolecca, HATUIUeM MYJIbTH-
(oKaTbHBIX U3MEHEHHIA B BHJIE OJIOKOB MPOBEE-
HUsI BO3OYKJCHUSI TI0 MOTOPHBIM HEPBHBIM BO-
nokHaM. [logoOHbIe KIMHUKO-HEHPODHU3NOIOTH-
YecKHe 0COOCHHOCTH, TI0 BCEW BUAUMOCTH, OTpa-
JKAIOT MPEBAJIMPOBAHUE KICTOYHBIX MEXaHU3MOB
ayToMMMYyHHOMU peakiuu B narorenese CJIC Han
rymopanbsHbeiMu [10, 11]. YuuTeiBast u3BecTHBIC
TPYAHOCTH B CBOCBPEMEHHOW IMArHOCTHUKE TH-
nmaHoi hopmel XB/II1, BEIABIICHHE TTAITUEHTOR C
CJIC ¢ OTTUYHBIMH OT THITHYHOMN (OPMBI ITPOSIB-
JICHUSIMH MOJKET SIBJIATHCS e1e 0oJiee HempoCTOM
3amaueit [12, 13].

Heab uccaenosanus. OnpeaenuTb 4acToTy
BcTpeuaemMoctu cuHapoma Jlstonca — CamHepa,
JeOI0TUPYIOLIETO C MOPayKeHNsI HEPBOB HOT; 0Xa-
PaKTepH30BaTh KIMHUYECKHE M TapaKIMHUYE-
CKHUE OCOOCHHOCTH OOJBHBIX C AAaHHBIM CHUHJ-
POMOM.

Marepuansl u Metoabl. B paborty Opumm
BKIIFOUEHB! 36 TAIMEHTOB C IOUArHO30M «CHH-
npom Jlpronca — CamHepa», YCTAHOBJICHHBIM B
cootBercTBuM ¢ kpurepusimu EFNS/PNS, 2010.
Bcem GOnbHBIM MPOBOJMICS HEBPOJIOTUYECKUI
OCMOTp, OIIGHKa CTENEHH HHBAIMAMU3ALUMN II0
mkanam INCAT u [-RODS, nabopatopHble uc-
CIIEJIOBAHMs JJISi MCKIIFOUEHHsS] WHBIX TPUYNH
HelponaTuy, B psAje ciydaeB — JromOanbHas
nyHkius 1 MPT meueBbix cruerenuit. Ctumy-
TSIIIMOHHAS DJIEKTPOHEeH poMHOTpadus OCYIIECTB-
JISIACH C ABYX CTOPOH B CIIEIYIONIEM 00beMe: HC-
CJIeIOBaHbl MOTOpHBIC TOpHMU n.n. medianus,
Ulnaris (BKiOYasi CTUMYJISIIMIO B TOYKe Dpba),
n.n. peroneus u tibialis; aHTHAPOMHBIM METOJIOM
WCCIIEIOBAaHbl YYBCTBHUTENBHBIC TIOPIWU N.N.
medianus, ulnaris, a TakXke n.n. peroneus super-
ficialis u suralis. Bcem narpeHTam npoBOINIOCH
VIILTPa3ByKOBOE HcCie/oBaHue —mepudepude-
ckux HepBoB 1o mpotokormy UPSS (Ultasound
pattern sum score, A. Grimm, 2018) ¢ oneHkoit
TUIOIA/IA TIOTIEPEYHOT0 CEYEHHUs] U WHTPAHEB-
paTbHBIX M3MEHEHHI HEPBOB B TOUKAX UCCIIEJO-
BaHus [14, 15].

PesyabTaThl. Cpennuii Bo3pact aebroTa 3a-
OosieBanus cpenu Beex 00NbHBIX cocTaBmi 50 [26;
68] ner. B moi0BOM COOTHOIIEHHH NPEBAINPO-
Banu MyX4uHbl (27 4en.) (Tabn. 1). ¥ 44 % na-
ueHToB (16 ven.) neGroT Oone3Hu CBs3aH ¢ MOo-
paskeHreM HepBOB HOT. Y 12 yell. Ha MOMEHT HC-
CJIEJIOBaHMsI CUMITOMATHKA B PyKax MPUCOEAU-
HHUJIACh 3a MEpuoJ OT 2 Mec. 10 5 JeT OT Havyaia
3aboneBanus. B 11 % ciyuaes (4 gen.) cuMmto-
MAaTHKa MPOSBISUIACH TOJBKO B HOTax: y 2 Mmalu-
€HTOB — aCUMMETPHUYHBIM BsUIBIM HIDKHUM I1apa-
nape3oM, y 2 — HCKJIIOYHUTENBHO CEHCOPHBIMHU
HapyLCHUAMH B HOTaX, [IPU 3TOM JIUTEIBHOCTD
3abomneBanus cocrasisiia oT 3 go 12 ger. [anum-
€HThI C KIIMHUYECKON KapTUHON U30JIUPOBAHHBIX
CCHCOPHBIX HapyIIeHUH OBUTM paculeHEeHbl Kak
6ompabIe ¢ CJIC BBUMY Hammuaus mpu DHMI xa-
PaKTEpHBIX ACUMMETPUYHBIX MYJIbTU(POKATBHBIX
W3MEHEHUI JBUraTeIbHBIX HEPBOB IEPBUYHO JA€-
MHUETUHU3UPYIOLIEr0 XapakTepa.

CpenHuil CpoK NOCTaHOBKU IMarHo3a B Ciy-
yae 1e0r0Ta C MOPaKeHHsI HEPBOB PYK COCTaBHII
3[1; 11] rona, B cirydae 1ebroTa ¢ MOPAXKEHUSI HE-
pBoB Hor — 3,5 [1; 12] roxa.

I[lo pmaHHBIM  3JeKTpoHEHpoMuorpaduu
(Tabm. 2) xapaKTepHbIE JEMHUEITHHU3UPYIOIINE
W3MEHEHUS TIPU UCCIIEIOBAHUU MOTOPHBIX HEPB-
HBIX BOJIOKOH OBIIHM BBISIBIICHBI TOJIBKO TPH HC-
CJIeJIOBaHMH HEPBOB PYK, TOTIAa KAK N30JIUPOBAH-
HOE€ HCCIIEZIOBAaHHE HEPBOB HOT OBUIO Mall0 MH-
(OpMaTUBHBIM M HE YJIOBIETBOPSUIO Hepodu-
snonorunueckuM kputepusim XB/IIT EFNS/PNS,
2010 [1].

B Tabn. 3 mpencraBnensl pe3ynbTaTthl Y3U
neprdeprIeckux HEpBOB MAI[IEHTOB, BKIFOUYECH-
HBIX B HCCIIEZIOBAaHME. YBEITUYEHHE IO TN TI0-
nepeuroro ceuenusi (I111C) B GosbIIMHCTBE CITy-
YaeB BBUIBISUIOCH B CPEJMHHBIX OTIENAaX JIOKTeE-
BOTO W CPEAWHHOTO HEPBOB, YTO COTJIACYeTCA C
HaOroeHusIMA 3apyOexHbIx Koywier [16]. Ilpu
3TOM COHOTrpauyecKoe HCCIEeIOBaHUE HEPBOB
HOT BBLSIBHIIO HOpMatibHOe 3HaYenue [1T1C y 60i1b-
IIMHCTBA OOJIBHBIX U OBUTO HEMH()OPMATHBHO.
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Kiannauyeckasi xapakTepucTuKa 60J1bHBIX

Patients’ clinical profile

Tabruya 1
Table 1

XapaKTepuCTHKH
Characteristics

Hanuentsl ¢ CJIC, ned1ot ¢ pyk
(n=20)
Patients with LSS,
upper-limb onset
(n=20)

ITamuentsl ¢ CJIC, ned10T ¢ HOr
(n=16)
Patients with LSS,
lower-limb onset
(n=16)

Pacnipenenenue no noxy
Gender

70 % my>xumH (14/20)
Males, 70 % (14/20)

81 % my>xums (13/16)
Males, 81 % (13/16)

Cpennuii BO3pacT, JeT
Mean age, years old

52 [30; 64]

49 [26; 68]

Cpe,Z[HI/Iﬁ CpPOK NOCTAaHOBKHU AHATrHO3a, JICT
Average time of diagnosis, years

3[1;11]

3,5[1; 12]

Cpennnii 6amn INCAT

Ha MOMCHT BKJIIOYCHUA B UCCJICJOBAHHUEC
(0 — HOpMa, 5 — TpyOBIC HAPYIICHNHS)
Average INCAT score at study entry

(0 —norm, 5 — severe disability)

2,5 [1; 4]

2 [0; 6]

Cpemnamii 6amut IRODS

HA MOMEHT BKJIFOUCHUSI B UCCIICJIOBAHNE
(MakcuMabHBIH Oamt — 48,
MUHHMaJIbHBIH — 0)

Average IRODS score at study entry

(0 — minimal score, 48 — maximal score)

44 [16; 48]

41 [18; 48]

Tabnuya 2
Table 2

Heiipo¢gusuonornyeckue XapakKTepucTHKH 00TbHBIX

Neurophysiological characteristics of patients

INapamerpsl DHMI'

(oneHka ¢ HauboJ1ee MOPasKeHHOI CTOPOHBI)
Electroneuromyography

(examination from the most affected side)

Mauuents! ¢ CJIC, nediot ¢ pyx
(n=20)
Patients with LSS,
upper-limb onset

Mamuentsi ¢ CJIC, nedioT ¢ HOr
(n=16)
Patients with LSS,
lower-limb onset

No M-response

(n=20) (n=16)
CpeauHHblii HepB, oTBeieHne ¢ m.APB
Median nerve, m.APB
OtcyrtcTBue M-oTBeta ¢ m.APB 0 0

JlaTeHTHOCTH AUCTaILHOTO M-0TBETA,
Mmc (N<3,5)
Distal latency, ms (N<3,5)

3,94 [2,48; 7,12]

3,73[2,12; 5,62]




82 YapAHOBCKMI MeaNKO-0monormaeckmii )XypHain. No 3, 2021

Mapamerpst JHMI'

(oueHka ¢ HauboJ1ee OPasKeHHOI CTOPOHBI)
Electroneuromyography

(examination from the most affected side)

Manuentsl ¢ CJIC, ned1oT ¢ pyk
(n=20)
Patients with LSS,
upper-limb onset
(n=20)

Manuentsl ¢ CJIC, ne6ioT ¢ HOT
(n=16)
Patients with LSS,
lower-limb onset
(n=16)

AMITIUTYa TucTanbHoro M-oTsera,
MB (N>5)

Amplitude of distal M-response,

mV (N>5)

4,45 [0,27; 8,7]

55[2,1;9,4]

CPBM na npearuteube, M/c (N>50)
Nerve conduction velocity, forearm,
m/s (N>50)

40 [17,7; 60]

46,5 [23; 53]

MuHuManbpHas JaTeHTHOCTh F-BOJIHEI,
Mmc (N<35)
Minimal latency of F-wave, ms (N<35)

29 [21; 52,8]

32 [24; 63]

OmnpeneneHHBIN OJIOK TPOBEACHUS
(mamenue aMIIMTyIbl MPOKCUMAIBHOTO
M-0TBeTa OTHOCHUTENIBHO JUCTAIBHOTO
Ha 50 %)

Conduction block (50 %)

Ha nipenuiedse — 40 %
Ha mrede — 10 %
B Touke Dpba — 40 %
ner — 10 %

forearm — 40 %
arm—10 %
Erb’s point — 40 %
no block — 10 %

Ha nmpeamieuse — 44 %
Ha miede — 0 %
B TouKke Jpda — 25 %
Her — 31 %

forearm — 44 %
arm-0%
Erb’s point — 25 %
no block — 31 %

JlokTeBoii HepB, oTBeeHne ¢ m.ADM

Ulnar nerve, m.ADM

OtcytcTBUe M-oTBeTa ¢ m.ADM

No M—response 0 0
JlaTeHTHOCTH JAUCTAJIBHOI'O M'OTBCTa,
Mc (N<3,0) 3,1[1,58; 4,2] 3,15 [1,75; 4,88]

Distal latency, ms (N<3,0)

AMIUIUTYa JUcTanbHOro M-0oTBeTa,
MB (N>6)
Amplitude of distal M-response, mV (N>6)

5,65 [0,58; 9,1]

5,9 [0,6; 10,6]

CPBM Ha npearuieube, M/c (N>50)
Nerve conduction velocity, forearm, m/s
(N>50)

41,2 [19; 54]

45,5 [23; 59]

MuHauMansHas JaTeHTHOCTHh F-BOIHEI, MC
(N<35)
Minimal latency of F-wave, ms (N<35)

30 [17; 55,3]

31 [25: 77]

OmpeneneHHBII 0JIOK MPOBEICHUS
(masieHre aMIUTUTYAbI IPOKCHMAIIBHOTO
M-oTBeTa OTHOCHTENILHO JUCTAILHOTO
Ha 50 %)

Conduction block (50 %)

Ha npenmiedbe — 50 %
Ha mieue — 10 %
B Touke Opba — 25 %
ner—15%

forearm — 50 %
arm —10 %
Erb’s point — 25 %
no block — 15 %

Ha mpeamiedse — 62 %
Ha mwieue — 0 %
B Touke Jpbda — 25 %
Her — 13 %

forearm — 62 %
arm-0%
Erb’s point — 25 %
no block — 13 %
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Mapamerpst JHMI'

(oueHka ¢ HauboJ1ee OPasKeHHOI CTOPOHBI)
Electroneuromyography

(examination from the most affected side)

Manuentsl ¢ CJIC, ned1oT ¢ pyk
(n=20)
Patients with LSS,
upper-limb onset

Manuentsl ¢ CJIC, ne6ioT ¢ HOT
(n=16)
Patients with LSS,
lower-limb onset

(n=20) (n=16)
Boabmedepuossblii HepB, oTBeAeHHe ¢ m.AH
Tibial nerve, m.AH
OtcyrcrBue M-otBeta ¢ m.AH
0 2
No M-response
JlaTeHTHOCTH IUCTabHOTO M-0TBETa,
Mmc (N<4,0) 3,75 [1,56; 5,86] 3,7[2,6; 7]

Distal latency, ms (N<4,0)

AMITTUTYa TucTaibHOrOo M-0TBeTa, MB
(N>5)
Amplitude of distal M-response, mV (N>5)

4,35[1,4; 12,1]

2,45 [0,6; 12,1]

CPBwM Ha roaenn, m/c (N>40)

Nerve conduction velocity, lower leg, 40 [32; 52] 41 [23; 51]
m/s (N>40)
MunuManbHas JJaTeHTHOCTh F-BOJIHEL,
Mc (N<55) 55,4 [39,4; 80,8] 65 [45,5; 81]
Minimal latency of F-wave, ms (N<55)
ManoGepuoBslii HepB, oTBeneHue ¢ m.EDB
Fibular nerve, m.EDB
OrcyrcrBrue M-otBeta ¢ m.EDB
0 1
No M-response
JlaTeHTHOCTH JAUCTAJIBHOI'O M-OTBCTa,
Mc (N<4,0) 4,1[2,73;7,6] 51[2,9; 7,6]
Distal latency, ms (N<4,0)
AMIUIUTYa JUcTanbHOro M-0TBeTa,
MB (N>3) : :
Amplitude of distal M-response, 4107 6.8] 19[012;9.7]
mV (N>3)
CPBwM Ha ronenn, m/c (N>40)
Nerve conduction velocity, lower leg, 37,5[18,8; 57] 35 [23; 50]

m/s (N>40)

MuHauManbsHas JaTeHTHOCTH F-BOIHEL,
Mmc (N<55)
Minimal latency of F-wave, ms (N<55)

51,5 [42,8; 71]

63,4 [45,7; 83]

OmpeneneHHbII 0JIOK MPOBEICHUS
(masieHre aMIUTUTY bl IPOKCUMAIILHOTO
M-0TBeTa OTHOCHUTENILHO JTUCTAILHOTO
Ha 50 %)

Conduction block (50 %)

Ha rojenn — 25 %
et — /5%

at the fibula — 25 %
no block — 75 %

Ha ronenu — 27 %
Her — 73 %

at the fibula— 27 %
no block — 73 %

IIpumeuanne. CPBMm — ckopocTh pacnpocTpaneHust BO30YKACHHS 110 JBUTaTEIbHBIM BOJIOKHAM.
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Tabnuya 3
Table 3

JaHHble yJIbTPa3BYKOBOIro uccie10Banusa nepudepnyecknx HepBoB y nanuentos ¢ CJIC
Nerve ultrasound examination in LSS patients

Heps,

YPOBEHBb MCCICAOBAHUS
Nerve,

examination site

Hopmarususble 3nauenus IIIIC neppoB, Mm?,
U 1uameTpa kopemkos C5/C6, MM,
no nporokoiay A. Grimm, 2018 [14]

Normative values of nerves CSA (mm?) and C5,

C6 root diameter (mm), A. Grimm, 2018 [14]

3HaueHHus

MOJIy4Y€HHbIX BeJINYHUH,

MM? WJIH MM
Obtained values
(mm? or mm)

CpenuHHEII HEpB
Ha yPOBHE NPEIIIICYbs
Median nerve, forearm

<10

9[5,1; 34]

CpenuHHBIN HepB
Ha ypOBHE JIOKTEBOT'0 Ccruda
Median nerve, midarm

<125

12 [8; 33]

CpeauHHBII HEPB Ha YPOBHE ILIeUa
Median nerve, arm

<12

13 [6; 35]

JIokTeBoil HepB
Ha YpOBHE MpEaNIeubs
Ulnar nerve, forearm

<8,5

8 [5; 34]

JloxTeBoil HEpPB Ha ypOBHE IuIeYa
Ulnar nerve, arm

<9,5

11 [7; 35]

[ToBepXHOCTHBIH JTyueBOil HEPB
Ha yPOBHE JIOKTS
Superficial radial nerve, elbow

<3,0

3[2; 4]

bnyxpatouuii HepB
Vagus nerve

<3,5

3[2; 9]

CS npononbHO
C5 diameter

<29

3[2,4; 48]

C6 nponoabHO
C6 diameter

<4,2

3,8[2,6;8,7]

Mano06epiioBsIif HEPB
B IOJIKOJIEHHOM sIMKE
Fibular nerve, popliteal fossa

<115

11[6; 27]

BoinbieOeprioBeIii HEpB
B MIOJKOJICHHOH IMKe
Tibialis nerve, popliteal fossa

<33 u <37 nna myx4uH crapiie 60 et
<33 and <37 for males over 60 years

29 [18; 39]

BonbmebeprioBrlii HEpB
Ha ypOBHE MEJAHAIBLHON JIOJIBIKKU
Tibialis nerve, ankle

<14

10 [8; 17]

HkpoHOXKHBII HEPB
HA YPOBHE HU)KHEN TPETH TOJIEHU
Suralis nerve, ankle

<3,5

3[2;7]

[ToBepXHOCTHBIN MaoOEPIIOBHIi
HEpB Ha yPOBHE HIKHEH TpeTH
TOJICHHU

Superficial peroneal nerve, ankle

<3,5

3[2; 5]
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Oocy:xxnenme. IlocTaHOBKa BEpHOro AMa-
THO3a MPH aTHITUYHON MYJIBTH(OKANTBEHON Gopme
XBAII, npu CJIC, B Haweil cTpaHe 3aTAruBaeTcs
Ha TOJbl BHE 3aBUCUMOCTH OT J1e010Ta 3a00eBa-
Hust. OTHON M3 IPUYMH MOKET SIBIATHCS 3aMejl-
JICHHOE pPa3BHTHE OOJIE3HHM, HE MPUBOJSIICE K
3HAYMMOW WHBAJHIU3ALMH, YTO YBEIUYHBACT
CpOK oOpallleHHs HalyeHTa 3a CIeLHUaIu3HpO-
BaHHOW MTOMONIBIO.

B macrosmei paboTe mpoaeMOHCTPHUPOBAH
BBICOKHI MPOLIEHT BCTPEUYAEMOCTH MALMEHTOB C
CJIC, 3aboneBaHre y KOTOPBIX IEOFOTHPOBAIIO C
MOPa’KeHHs HEPBOB HOT', YTO OKA3aJIOCh BBILIE T10
CPaBHEHHUIO C HAOMIOACHUAMU 3apyOex HBIX KOJI-
ner [5]. [Ipu sToM Helpodu3noIOTHIECKOE U CO-
HorpadmaecKoe uccie0BaHnue HanboIee KIIHHN-
YECKH BOBJICUYCHHBIX CETMEHTOB (IUIMHHBIX HE-
PBOB HOT) crienu(UIECKHX HU3MEHEHHH, Xapak-
TepHbIX st XB/II, He BBIBUJIO, YTO 3aTpya-
HSUIO YCTaHOBJICHHE BEPHOro nuarHosa. Tombko
UCCIICIOBAHNE KJIMHUYECKH WHTAKTHBIX JJIMH-
HBIX HEPBOB PYK IO3BOJMIO BepU(UIMPOBATH
W3MEHEHUS], TUMUYHBIE A MYJIbTH(OKATBEHOIO
JIU3UMMYHHOTO ux nopaxenus [10, 11, 16], mo-
JYYUTh COOTBETCTBHE HEWPOPHU3NOIOTHUECKUM

kputepusim XBIIT (EFNS, PNS, 2010) u ycrano-
BuTH auarno3 CJIC.

3akmarouenue. Cuaapom JIstonca — CamHepa
o0agaeT TeTepOreHHOCThI0 KIMHUYECKUX IPO-
SBJICHUH U B PAJE CllyyaeB AeOIOTHPYET C mopa-
JKEHHSI IepUPEPUIECKUX HEPBOB HOT, MPH 3TOM
KIMHAYECKasl KapTHHAa MOXKET OBITh UIUTENEHOE
BpeMs IPEACTaBICHa HIKHUM aCHMMETPHUYHBIM
BAJIBIM IIaparnape3oM. YUHUThIBash OCOOCHHOCTH
HEHPOPU3NOIOTHICCKOH W COHOTpaUIECKOM
KapTUHBI TIPH JaHHOM 3a00JieBaHWU, Hambolee
MH(POPMATHUBHBIM 7151 yCTAHOBKH AUATHO3A SIBIIS-
ercst 00s3aTeNIbHOE MPOBEACHUE HCCIIEIOBAHUS
HEPBOB PYK M COIOCTABJICHHE IOJYYEHHBIX pe-
3yJIbTAaTOB C MEXIyHAPOAHBIMU KPUTEPUSIMH AU-
arHoctuku XB/IL. B cnyyasx acuMMmeTpUyHOMN
HEHpPONaTHH HIDKHUX KOHEUHOCTEH HINONaTHIe-
CKOT'0 reHe3a ClIe1yeT 0COOEHHO TIIATENbHO IO~
XOIWUTh K BBINOJIHEHUIO mpoTokojga DHMI -uc-
CJIeTOBaHMsI ¥ 00CIIeIOBATh IeprQepruieckue He-
PBBI PYK, 1a)K€ HECMOTPS HAa HAIMYHME CUMIITOMA-
TUKHU TOJIBKO B HM)KHUX KOHEYHOCTSAX. JTO I03-
BOJIUT CBOEBPEMEHHO BBIABISTH MALMEHTOB C
XBJII, mpu koTopoii pazpaborano 3 peKTHBHOES
NaTOr€HETHYECKOe JICUCHHE.

Hccreoosanue evinonneno 6 pamkax cocyoapcmeaennoeo saoanus @IBHY « Hayunviii yenmp He8poiocuuy.

KongaukT nHTEepecoB. ABTOPHI 3asBIISIIOT 00 OTCYTCTBHH KOH(IMKTa HHTEPECOB.
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LEWIS-SUMNER SYNDROME: ANALYSIS OF ATYPICAL ONSET
WITH PRIMARY ASYMMETRIC LESIONS OF LOWER LIMB NERVES

A.S. Rizvanova, E.A. Mel'nik, D.A. Grishina, N.A. Suponeva

Research Center of Neurology, Moscow, Russia

Lewis-Sumner syndrome is the most common atypical form of chronic inflammatory demyelinating poly-
neuropathy (CIDP). In most patients, the disease is slowly progressive, which slows down the correct di-
agnosis. Timely diagnosis in some cases is also complicated by an abnormal primary lesion of the lower
limb nerves in patients with Lewis-Sumner syndrome, for whom the typical clinical picture is upper flaccid
distal paraparesis.

The objective of the study is to determine the frequency of Lewis-Sumner syndrome (LSS), with the lower
limb nerve onset; to characterize clinical and paraclinical characteristics of patients with the syndrome.
Materials and Methods. The authors analyzed clinical data, results of stimulation electroneuromyography
and ultrasound examination of peripheral nerves of 36 LSS patients.

Results. The authors observed a high percentage (44 %) of LSS patients with lower limb nerve onset. How-
ever, changes in the neurophysiological and sonographic examination of the lower limb nerves, specific for
CIDP, were not revealed. Changes typical of dysimmune neuropathy were verified only in the study of
clinically intact long upper limb nerves.

Conclusion. In asymmetric neuropathy of the lower limbs of idiopathic genesis, one should remember about
LSS and, even despite the presence of symptoms only in the lower limbs, examine the peripheral nerves of
the upper limbs.

Key words: chronic inflammatory demyelinating polyneuropathy, Lewis-Sumner syndrome, atypical
form.
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