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BBepeHue. B HacToswwee Bpems Bonpockl AuddepeHLnanbHOM GUarHoCTUKM XPOHUYECKUX HACNEACTBEHHbIX U NPUOOPETEHHBIX
AEMUENVHU3UPYIOWMX HENpONAaTUil No-npexHeMy akTyanbHbl. MHoroo6pasue eHOTUNMYECKUX BapUAHTOB XPOHUYECKOI
BOCMANNTENbHOM AEMUENNHU3MPYIOLEN NONNPAANKYIOHENPONaTUM U HAaCNeACTBEHHO HeiponaTum CO CKIOHHOCTBIO K napa-
JIM4aM OT CAABNEHNS, UX PEMUTTUDYIOLLEE TEUEHUE W HECTIELMBUYHOCTb HEPODU3MONOrMYECKUX U3MEHEHUIT 0BYCTIOBNUBAIOT
HeoOXOAMMOCTb BbIAENEHUS YETKUX MAPKEPOB, KOTOPbIE MOTYT NOMOYb B AuddepeHLManbHOM AnarHo3e nNpu o6CyXaaeMbix
HeliponaTusX y)Ke Ha 3Tane aHann3a faHHbIX 3NeKTPOHeNpoMUOrpadMyecKoro CCNefoBaHms.

Llenb nccnepoBanua — onpegenuts Heitpodusnonornyeckue auddepeHumnanbHo-g1MarHoCTMYECKME MapKepsl Npyu Ma-
HUecTaLnmn XpOHUYECKON BOCNANUTENbHOM eMUENMHU3NPYIOLLel NONMpagMKyNoHeNponaTum U HacNeLCTBEHHO Helipo-
naTUM CO CKIOHHOCTbIO K Napannyam OT CAABNEHUSA.

Marepuanbi u meToabl. [poBefieH PETPOCNEKTUBHbIN aHanu3 AaHHbIX Heilpodu3nonoruyeckoro obcnefoBaHus 25 nayu-
€HTOB C HaCNeACTBEHHOI HelponaTueil CO CKNOHHOCTbIO K napannyam OT CAABAEHWA U 25 NalLMeHTOB C XPOHUYECKOW
BOCMANIMTENbHOW JEeMUENUHU3UPYIOWEN NONNPaLUKYNIOHeiponaTueii.

Pe3ynbratbl. CoyeTaHne Takux nokasarenei, kak Bospact febtoTa 6one3Hn <33 neT, BENYUHA NATEHTHOCTU M-BOMHBI
¢ m.ADM <3,7 mc u ¢ m.AH <4,8 mc (AUROC >0,7), 3HaueHue CKOPOCTU NPOBEAEHNS NO MOTOPHbLIM BOJIOKHAM JIOKTEBOTO
HepBa Ha ypOoBHe NIoKTeBoro cyctasa <37,5 m/c (AUROC >0,8), ckopoCTv NpoBefeHNs MO CEHCOPHbIM BOJIOKHAM CPefuH-
HOTO HepBa Ha ypoBHe kuctu <48 m/c (AUROC >0,8), oTcyTcTBUE MOTOPHOTO 610KA NPOBEJEHNA NO CPEAUHHOMY HEpPBY
Ha Nt06OM y4yacTKe U ero HasMyue No TOKTEBOMY HEPBY Ha YPOBHE IOKTEBOTO CYCTaBa, XapaKTEPHO ANA HACNeACTBEHHOM
HeponaTun Co CKNOHHOCTBIO K Napasnyam OT CAABNEHUA U NO3BONAET UCKIIIOUYUTb XPOHUYECKYIO BOCMANUTENbHYIO ieMue-
JIMHU3NPYIOLLYIO NONMPaANKYNOHeponaTuio.

Bbisoabl. OnpegeneHbl Helpodhu3nonornyeckne Mapkepbl, KOTopble MOTYT MOMOYb B AuddepeHuLManbHOM guarHose
2 XPOHWYECKUX PEMUTTUPYIOLMX AEMUENNHU3UPYIOLNX HEHPONATUIA: XPOHUYECKOW BOCNANUTENbHOM AeMUENUHN3NPYIO-
Lwen NonupasnKynoHenponaTumn 1 HacleACTBEHHOI HeliponaTun co CKIOHHOCTBIO K Napanuyam ot chaeneHns. OgHako
TOJIbKO COBOKYMHbIA aHaNN3 KIMHUKO-aHAaMHECTUYECKUX M NapakNMHUYECKUX AaHHbIX NMO3BONAET YCTAHOBUTbL OKOHYA-
TeNbHbINA JMarHos.

KnioueBble CIOBa: xpoHMYECKAn BOCMANUTENbHAA AEMUENUHU3NPYIOLWAS NOMPARUKYNOHERPONATUS, HACNeACTBEHHAR
HeNponaTus Co CKNOHHOCTLIO K Napajnyam oT CAABAEHUs, 3NeKTpoHeipomuorpadus, auddepeHumnanbHblit LUarHos

IOna yutupoBaHusa: lpuwuna [.A., CynoHesa H.A. Heitpodu3unonoruyeckue aucddepeHunanbHo-AUarHocTuyeckue map-
Kepbl NpU HacNeACTBEHHOW HENPONaTUW CO CKIOHHOCTbIO K Napasnyam OT CAABNEHUA U XPOHUYECKON BOCNANUTENbHO
AEMUeNVHU3UpYIoLLEi nonupagnKynoHeiiponatun. HepeHo-MblweyHble 6onesnn 2023;13(1):52-67. DOI: 10.17650/2222-
8721-2023-13-1-52-67
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Neurophysiological differential diagnostic markers in hereditary neuropathy with liability
to pressure palsies and chronic inflammatory demyelinating polyradiculoneuropathy

D.A. Grishina, N.A. Suponeva
Research Center of Neurology,; 80 Volokolamskoe Shosse, Moscow 125367, Russia

Background. Today, the issues of differential diagnosis of chronic hereditary and acquired demyelinating neuropathies
are still relevant. The variety of phenotypic variants of chronic inflammatory demyelinating polyradiculoneuropathy
and hereditary neuropathy with liability to pressure palsies, their remitting course and the non-specificity of neurophysio-
logical changes necessitate the identification of clear markers that can help in the differential diagnosis of the neuropathies
under discussion already at the stage of the analysis of the electroneuromyographic study data.

Aim. To determine neurophysiological differential diagnostic markers in the manifestation of chronic inflammatory
demyelinating polyradiculoneuropathy and hereditary neuropathy with liability to pressure palsies.

Materials and methods. A retrospective analysis of the data of neurophysiological examination of 25 patients with heredi-
tary neuropathy with liability to pressure palsies and 25 patients with chronic inflammatory demyelinating polyradicu-

Results. A combination of such indicators as the age of the onset of the disease <33 years, the latency of the dM-wave
with m.ADM <3.7 ms and with m.AH <4.8 ms (AUROC >0.7), the value of the conduction velocity along of the motor
fibers of the ulnar nerve at the level of the elbow joint <37.5 m/s (AUROC >0.8), the conduction velocity along of the sen-
sory fibers of the median nerve at the level of the wrist <48 m/s (AUROC >0.8), absence of conduction block along the me-
dian nerve in any area, and also the presence along the ulnar nerve at the level of the elbow joint is characteristic
of hereditary neuropathy with liability to pressure palsies and allows to exclude chronic inflammatory demyelinating

Conclusion. Neurophysiological markers have been identified that can help in the differential diagnosis of two chronic
remitting demyelinating neuropathies: chronic inflammatory demyelinating polyradiculoneuropathy and hereditary
neuropathy with liability to pressure palsies. However, only a combined analysis of clinical, anamnestic and paraclinical
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BeepeHue

Bomnpocs nuddepeHnaatbHON AMarHOCTUKA XPOHU -
YeCKMX HACJICACTBEHHBIX U IPHMOOPETEHHBIX TEMHEITMHN -
3UPYIOIINX HEMPOIIATHi1, HECMOTPS Ha COBEPIIIEHCTBOBAHNUE
MMapaKIMHIYECKNX METOIOB O0C/IeIOBAHUS U TUATHOCTH -
YeCKMX KPUTEPHEB, B HACTOSIIEE BPeMS MO-TIPEeKHEMY
aKTyalbHbI [1—4].

M3 mprnoOpeTeHHBIX XpOHUMYECKUX HeMpOomaTHii ¢ mep-
BUYHO IEMUCTMHU3NPYIOITAM ITOpaskeHIEM TTeprudepruaec-
KX HEPBOB CaMOI1 pacIipOCTpaHEHHO SBJISICTCST XPOHIYEC-
Kasi BOCHAJIMTENIbHAS AeMUCIMHU3UPYIOIIAsT TTOIMPaIH-
kynoHeiporarust (XBIIT) — turmranas XBIIT u ee BapraH-
TBI [5], U3 HaAclenCTBEHHBLIX (hOpPM — HacJIeICTBEeHHAs
MOTOpHO-ceHCcopHas HelponaTtus 1A tmma (HMCH 1A)
W HaCJICACTBEeHHAs] HEUPOIIATUS CO CKIIOHHOCTBIO K TTapa-
nmyam ot caasinenust (HHCIIC) [6, 7]. [Ipo6aeme audde-
pennmanbHoi auarHoctuky XBJIIT 1 HMCH 1A B nure-
patype yIeJleHO IoCcTaTouHo BHUMaHUS [8—10], Ho mpu
3TOM OoTInuuTedbHbIe ocodbenHoctn XBIAIT m HHCIIC
YeTKO He 0003HaYeHBI. Kaxyiecst Ha TIepBBIiA B3IJISIT OUe-
BUIHBIMU T GepeHIMATEHO-TMATHOCTUIESCKIE PA3ITIMS

mexxny XBJIIT 1 HHCIIC Ha mpakTHKe BhI3LIBAIOT OOJIBIINE
TpyaHocTH [4, 11]: w1t o6CcyKaaeMBIX HO30JIOTMIECKUX
(bopM xapakTepHO peMUTTHPYIOIIIEe TCUCHUE, HACICICTBCH-
et anamHe3 HHCIIC yacto He mpociexXuBaeTcs, a TITo-
KOKOPTUKOCTEPOUIBl MAIOT ITOJIOXUTEIBHBIN 3(PdeKT
B 000MX CITyJasix (B TOM WJIM MHOM cTeTieHn ). MHOroobpasme
penorummuecknx BapranToB XBJIIT nu HHCIIC, coBmane-
HHE OTHETbHBIX KIIMHUNIECKUX XapaKTePUCTUK 1 Helpodu-
3UOJIOTMYECKNX U3MeHeHMit [5, 12, 13] o0ycnoBIuBaioT
HEOOXOMMMOCTh OTpeAc/ICHHST 00Jice YSTKIX MapKepoB
mrddepeHIMaIBPHOIO TUarHo3a YKe Ha 3Talle aHaJlm3a
IAHHBIX 2JIeKTpoHelpoMmuorpaduueckoro (OHMI) uc-
CJICIIOBAHUSI.

Iemn nccnenoBanus — BBIIBUTH 3HAUNMBIC TUdhepeH-
OUaIbHO-IUATHOCTHYECKNE HEeWpOoDU3MOoTOoTHIeCKIEe
mapkepbl ipu Manudectarum HHCITC u XB/TIT.

Martepuanbi u metopbl

IIpoBeneH peTpOCIEKTUBHBIIA aHAIN3 JaHHBIX HEHpPO-
dumsnonormyeckoro oociaenopanns 25 mamyentos ¢c HHCIIC
u 25 manuenTtoB ¢ XB/II, oopatuBmmxcs B ®I'BHY
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«HayuHblI IEHTp HEBPOJIOTUW» B TIEPUOJ, PA3BUTHST CUMIT-
TOMAaTHUKWU.

Kputepun BkTI04eHUS B UCCIIENOBAHNME:

— Bo3pact Oosnbiie 18 sert;

— mrarao3 HHCIIC, moaTBe pXXaeHHBIN MOJIEKYJISIPHO-
TEHETUYECKUM METOMIOM B MIEPUOJ KIIMHUUYECKOM Ma-
Hudectaunm 600ye3HY;

— XBIIT (TnmuHbIif vt MyTbTU(OKATTBHBIN BAPUAHT)
C TIOJIHBIM COOTBETCTBUEM AMATHOCTUYECKUM KpPUTE-
pusm EAN/PNS 2021 B ne6iote 6ojie3HM Uav Tpu
000CTpEHUH;

— noanvcanne MHGOPMUPOBAHHOTO COTIACUST HA yJac-
THE B UCCJIEIOBAHUN.

Kputepun uckioueHus: U3 UCCIeIOBAHUS: HATNYNE
WHBIX IPUINH ITOpaXeHUsI nepudepruIecKnx HepBoB (ca-
XapHbIN 1MA0ET, MPUEM HEMPOTOKCUUYECKUX MPenapaTos,
3JI0YTIOTPEOIEHNE aTKOTOJIEM U 1Ip.).

[MpoBeneH peTpoCcTIeKTUBHBIN aHATN3 KIMHUKO-3TTH -
JIEMUOJIOTUYECKUX XapaKTEPUCTHK BKITIOUEHHBIX B UCCTIE-
JTIOBaHME MALMEHTOB (IT0J1, BO3PACT Ae0I0Ta U JJTUTETHHOCTD

00JIe3HM HA MOMEHT BKJTIOUEHMSI B MCCIIEOBAHNE), a TaK-
ke OHMTI -nmapameTpoB nccnenoBaHust MOTOPHBIX U CEH-
COPHBIX BOJIOKOH JUTMHHBIX Tepudepuieckux HEPBOB
koHeuHocTel (Tabn. 1). CTuMynsaimoHHas SIeKTPOHEH-
pommorpacdust mpoBoamiiack Ha mpubope Dantec Keypoint
G4 (Janwust) mo cTaHmapTHO MeTonuke ¢ | vu 2 CTOpoH
[14]. CeHcopHBbIe BOIOKHA UCCIEA0BATMCH AaHTUAPOMHBIM
MeTofoM. B kKauecTBe pedhepeHCHBIX 3HAUEHUIA UCTIONTB30-
BaJlacb HOpMaTUBHas 0a3a, pekomeHaoBaHHas J. Kimura
[14]. PaccrosiHre MeKy aKTUBHBIM OTBOSIIIIMM 3JIEKTPO-
nom (E-1) u kaTomoM CTUMYIMPYIOIIETO 3JIEKTPoia ObLIO
ctporo ¢huKcMpoBaHo (cM. Tab. 1). MoTopHBIit 6J10K Tpo-
BenaeHus (BIT) BepuduiimpoBaics cormacHo 3IeKTPOI-
arHoctuueckum kputepusim XBJIIT [5]. Temnepatypa
KOXHBIX TTOKPOBOB Ha YPOBHE JTy4e3aIsICTHOTO 1 TOJIEHO-
CTOTTHOTO CYCTaBOB BO BpeMsI UCCIeNOBaHMs (PUKCUpoBa-
J1ach Tiepe]] UCCIIE0BAHMNEM C OHOUM CTOPOHBI U ObLIa He
Huxe +35 °C.

Cratuctudeckass o6paboTKa JaHHBIX ITPOBOAMIACH
¢ Ucnojb3oBaHueM nporpammbl Microsoft Office Excel 2016

Tabmuna 1. /Ipomoxoa 3nekmponeiipomuoepaghuueckoeo uccaedo8anus u aHatu3upyemble napamempol

Table 1. The protocol of the electroneuromyographic study and the analyzed parameters

The studied fibers of the peripheral nerve

MoTopHbI€ BOJIOKHA CPETMHHOTO HEPBa
(m.APB)
Motor fibers of the median nerve (m.APB)

MoTopHbIe BOJIOKHA JIOKTEBOTO HepBa
(m.ADM)
Motor fibers of the ulnar nerve (m.ADM)

Iny6okuii MaobepioBbiid HepB (m.EDB)
Nervus peroneus profundus (m.EDB)

Bonbiebeponsiit Heps (m.AH)
Nervus tibialis (m.AH)

CeHcopHBbIe BoJIoKHa cpeqrHHOTO Hepsa (11)
Sensory fibers of the median nerve (I1I)

CeHcopHBIE BOJIOKHA JIOKTeBOro Hepsa (V)
Sensory fibers of the ulnar nerve (V)

TToBepXHOCTHBIN MAJIOOEPIIOBBIN HEPB
Nervus peroneus superficialis

M KpOHOXHBIN HEPB
Nervus suralis

The distance between the cathode
of the stimulating electrode and E-1, cm

The analyzed parameters

— JlaTeHTHOCTb 1M -BOJIHHI;
8 The latency of the dM-wave;
— aMmIuIuTyaa 1M-BOJIHBI;
the amplitude of the dM-wave;
— JUTUTEIbHOCTh 1M -BOJIHBI;
8 the duration of the dM-wave;
— CIIM B TMCTaIbHOM OTIEIIE;
the CVm in the distal part;
— HaIMYME 1 JIOKAT3a1si 61oka
9 MPOBEIEHNS;
the presence and localization
of the conduction block;

9 — HaJuuue Aucrepcru M-BOJTHBI
the presence of dispersion of M-wave
14
— JlatentHocts [TJICH;
14 The latency of SNAP;
— ammmmutyna [1JICH;
the amplitude of SNAP;
10 — ClIlc B 1MCTaIbHOM OTIIEJIE
the CVs in the distal parts
10

Ilpumenanue. OM-6oana — momopHbiii omeem Ha cmumyaayuro oucmanvroti mouxu; CIIm — ckopocms npogedenus no MOMOPHbLIM
sonokuam; Cllc — ckopocmb nposederus no cencopuvim eorokvam; ILJICH — nomenyuan deticmeus cencoproeo nepsa; m.APB — kopom-
Kas mvluya, omeodauas 6oavwoil nasey; m. ADM — moiuya, omeoosuwas musuney; m. EDB — mbiuuya — kopomkuii pazeubamens
nanvyee cmonwvt; m.AH — mbiuya, omeooswas 604buioli nasey cmonbl.

Note. dM-wave — the distal motor response; CVm — the conduction velocity along of motor fibers; CVs — the conduction velocity along of sensory fibers;
SNAP — sensory nerve action potentials; m.APB — the muscle abductor pollicis brevis; m.ADM — the muscle abductor digiti minimi; m. EDB — the muscle

extensor digitorum brevis; m.AH — the muscle abductor hallucis.
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u TiporpaMMmHoro obdecrieueHust SPSS Statistics 23 (IBM).
OCHOBHOI OIMMCATETBHOM CTATUCTUKOM OBLIH ITPOIICHTHAS
JIOJIST, CpeIHEee W CTAaHJAPTHOE OTKJIOHEHWE, MUHUMYM
1 MakKCMMyM, MelMaHa u kBapTwin. KayecTBeHHbIE JaH-
HbIE OMMCAHBI B BUJIE YaCTOT U MPOLIEHTOB. HOpManibHOCTH
pacripeneieHus JaHHBIX OLIEHUBAIACH C TIOMOIIIBIO TeCcTa
Manupo—Ywika. [TockonbKy pacrpenesieHue aHaanu3u-
PYeMBbIX TTPU3HAKOB BO BCEX CIIyYasiX OTIMYAIOCh OT HOP-
MaJTbHOTO, JIJIS CPABHEHMS 2 HE3aBUCUMBIX BHIOOPOK HC-
TOJIH30BAJICST METO/, HETIAPAMETPUUYECKON CTATUCTUKU —
TecT ManHa—YutHu. CTaTUCTUYECKUI YPOBEHDb 3HAUM -
Moctu (p) npuanmarcs paBHbM <0,01. [Iis olieHKY nipen-
cKa3aTeJbHO CIIOCOOHOCTHM OTHAEJIBLHBIX IoKa3aTenaeil
B Pa3BUTUM OXUIAEMbIX KICXOIOB MCIIOIh30BaIach OMHApHAsI
JIOTUCTUYECKAasT perpeccusi. AJIEKBATHOCTb JIOTMCTUYECKON
Momnenu oreHmBaam ROC-anammzom (Receiver Operator
Characteristic) Mo npecKa3aHHBIM MOJEJBIO BEPOSITHOCTSIM
(brHapHOTO UCXOMa) C OMpeNneSieHUEM TyBCTBUTEIBHOCTH,
cretpUIHOCTH ¥ TUTOIAN TION KPUBOM.

HccnenoBaHue 0bLIO 0J00PEHO JIOKATbHBIM 3THUYE-
ckum komutetomM @IT'BHY «HayuHblii LIeHTp HEBPOJIOTUI»,
npotokos Ne 7-5/20 ot 09.09.2020.

Pe3synbrathbl

B nipencraBneHHoi BeIOOpKe mareHTsl ¢ HHCIIC
B Ae010Te 00JIE3HU 0KA3aIUCh JOCTOBEPHO MOJIOXKE O0JIb-
HBIX ¢ MaHupecTaumeit XBAIT (Tadm. 2).

C momompio ROC-aHanu3a onpenesieH TOPOTOBBIA
BO3PACT, KOTOPHII MOKET MMETh 3HAUMMOCTh B T hepeH-
muansHoi guarHoctuke HHCIIC n XBIIT: momenbio
¢ AUROC >0,7 okazanocs 3Hauenue <33 et (AUROC =
0,728). lannas MoieTb TPOIEMOHCTPUPOBAIa crieuduy-
HOCTh 72 % w uyBcTBUTEIBHOCTL 60 % (puc. 1). Crnenyer

> 0,81 v
S S/
‘é S
3
< 0,64
sl
=
19}
<}
I
el
g 04
2 ’ YyscTBUTENBHOCTL 60 % /
5 S Sensitivity 60 %
[} o Cneunduyroctb 72 % /
7 0,24 ¥ / Specificity 72 %
4 Kputepwii <33 net /
v Criterion <33 years old
0+ T T T T
0 0,2 0,4 0,6 0,8 1

CneundunuHocTb / Specificity

Puc. 1. ROC-kpusas 3nauumocmu 603pacma 6 dugghepeHuuatvHoll OuaeHoCmu-
Ke HacnedcmeeHHOIl Heliponamuu co CKAOHHOCMbIO K NaPaAuam om coaeeHust
U XPOHUHECKOU B0CHANUMENbHOU OeMUCAUHUSUDYIOWel NOAUHETPONamuY

Fig. 1. ROC-curve of the importance of age in the differential diagnosis of here-
ditary neuropathy with liability to pressure palsies and chronic inflammatory
demyelinating polyneuropathy

MOAYEPKHYTh, YTO BO3PACTHON KPUTEPUH SIBJISIETCS OPU-
€HTUPOBOYHBIM U TOJKEH YIUTHIBATHCS B COBOKYITHOCTH
C IPYTUMU KIMHUKO-TTAPAKIMHUYECKUMU TAHHBIMU.

Brisienennsie mpy SHMI-006cmenoBaHnm JIOKaIbHEBIE
Helipoduznonornaeckue n3MeHeHus y naiventoB ¢ HHCITC
TIpeacTaBIeHBI B TA0. 3.

Taxkum 06pazom, ObuTa BeprUIIMPOBaHA EKTPOhU3HO-
JIOTMYeCKast KApTMHA MHOXKECTBEHHBIX TYHHEJIbHBIX MOHO-
Heliponatuii. B 18 (72 %) ciyvasax oTMeyaiach KIIMHUKO-

Tabmuna 2. Kiunuxo-anudemuonoeuteckas XxapaKkmepucmuka KAH0YEHHbIX 8 UCCAe008aHUE NALUEHNO08

Table 2. Clinical and epidemiological characteristics of the patients included in the study

Yucno manueHToB
Number of patients

COOTHOIIIEHHE KEHITUHBI: MY>KUYMHBI
Proportion women:men

Bospact ne6iora 601e3HU, JTeT
Me [LQ; UQ]

Age of disease onset, years

Me [LQ; UQ]

KaramHe3 601e3H1 Ha MOMEHT BKITIOYSHHUS B UCCIICO0OBAaHUEC, JIET

Me [LQ; UQ]
Catamnesis of the disease at the time of inclusion in the study, years
Me [LQ; UQ]

25 25 =

13:12 13:12 =

28,5 [20; 37,7] 41 [30; 53,7] 0,002

6,5 [4; 13,3] 312,7;6,2] 0,015

Ilpumenanue. HHCIIC — nacredcmeennas Heliponamus co CKAOHHOCMbIO K napaauvam om coaeaenuss; XBIIT — xponuueckas
socnasumenvras demueaunusupyroujas noauneiuponamus; Me [LQ; UQ] — meduana [HudcHuil keapmuiab; 8epxXHUil K8apmuab).
*30deco u danee p — kpumepuii Manna—Yumnu (cpasnerue nokazameneii 2 epynn).

Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; Me [LQ; UQ] —

median [lower quartile; upper quartile].

*Here in after p — the Mann—Whitney U-test (comparison of the indicators between the two groups).
I
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Tabmuna 3. Yacmoma napyuwenuil 10Ka1bH020 nPogedeHUs 8030yicOeHUs NO NepugepuUeckum Hepeam y NAyUeHmo8 ¢ HAcAe0CMEeHHOU

Heﬁponamueﬁ CO CK/IOHHOCmMbIO K napaiu4am om coasneHus

Table 3. Frequency of disturbance of local conduction of excitation along peripheral nerves in patients with hereditary neuropathy with liability to pressure palsies

Heps, ypoBeHb JIOKAILHOTO HAPYHIEHHUS MPOBEIEHUS

CpeauHHBINM HEPB, KapMaJlbHbI KaHaI
Median nerve, carpal canal

JlokTeBoi1 HepB, KaHas [uitoHa
Ulnar nerve, Guyon canal

JlokTeBoi1 HEpB, KyOUTaTbHBINA KaHAI
Ulnar nerve, cubital canal

Masto6epI1oBbIif HepB, GUOYIISIPHBIN KaHAT
Peroneus nerve, fibular canal

[ry6okuit Mano6epIIOBLIil HEPB, YAEPXKUBATEb CYXOXKWIINI pa3rudaTelieii MaableB CTOI

Peroneus profundus nerve, extensor retinaculum of the toes

BonbiiebepiioBblii HEPB, Tap3aJlbHbIN KaHa
Tibial nerve, tarsal canal

Helipodu3noaornyecKasi TUCCOLMALINSI, KOTIa CUMIITO-
Martnka He cootBeTcTBoBasia DHMI-u3meHeHMsIM: Helipo-
(usnomornuecKr 00Hapy:KeHO MHOKECTBEHHOE TTOpaKCHIE
HepBOB (B psiIe CIydaeB TOCTATOYHO BBIpAXKEHHOE), TOTIA
KaK CUMIITOMBI B 30HE MHHEPBAIIUK TOTO WJIM MHOTO HepBa
OTCYTCTBOBAJIM WJIX OBIIN BBIPAXKeHBI MUTHUMAJTBHO.

I[Mpn DHMTI -o6cnenoBanny naumeHToB ¢ XBJIIT Bo
BCEX CIyJasix OBLIO MOJIYICHO COOTBETCTBUE SJIEKTPOIM-
arHoctuueckuM Kpurepusim (EAN/PNS 2021) [6].

CpaBHUTEIbHBII AHAIN3 TAPAMETPOB HCCJIETOBAHIS MO-
TOPHBIX BOJIOKOH mepu(epruiyecKHX HEPBOB Y NMANMEHTOB
¢ HHCIIC n XBJII. B xome cpaBHUTEIHPHOTO KOJIMYECT-
BEHHOT'O aHaJTN3a BEJIMIMH JIATEHTHOCTEH 1M -BOJIH C MBIIIILT
KHUCTeH M CTON yCTaHOBJIEHO, 4To Y nauueHToB ¢ HHCIIC
BeJIMYUHA JJaTeHTHOCTH IM-BoaHBEI ¢ m.ADM 1 m.AH
JIOCTOBepHO HIKe, yeM Iipu XBJ/IIT (Tabm. 4).

C nmomonpio ROC-aHanu3a ornpeeaeHbl TOPOroBhIe
BEJIMYMHBI JaTeHTHocTel 1M-BoiH ¢ m.ADM uc m.AH,
AMEIOIINe 3HAYNMOCTDb B OudGepeHIINATBHON TUarHO-
ctuke HHCIIC n XB/IIT: mogensio c AUROC >0,7 oka-
3aJI0Ch 3HAYCHUE BEJIMYMHBI JJATEHTHOCTUA M -BOJHBI
¢ m.ADM <3,7 mc (AUROC = 0,724; cietncpmIHOCTH
71 %, uyBctBUTENBHOCTD 76 %); Moaenbio c AUROC >0,7
0Ka3aJIoCch 3HAYeHNE BEJIMIMHBI JIATCHTHOCTH 1M -BOJIHBI
¢ m.AH <4,8 mc (AUROC = 0,752; cieunduanocts 85 %,
YYBCTBUTEIbHOCTH 62 %) (puc. 2).

B xome cpaBHMTEIPHOTO KOJIMYECTBEHHOTO aHAIM3a
BEJIMYMH aMIUIUTYA IM-BOJH C MBI KUCTA U CTOITBI
YCTAHOBJICHO, YTO aMIUTUTYIBI 1M -BOJIH C MBIIIIIL KNCTH U
cron mpu HHCIIC pocroBepHo BhIle, yeM nipu XBJIIT.
Onnako ROC-ananu3 He onpenesn Mofeeit ¢ Xopolei
MTHATHOCTHMYECKOM 3HAYMMOCTBIO (TabII. 5).

B xome cpaBHUTEIbHOTO KOJIMYECTBEHHOTO aHAIM3a Be-
JIMIMH JIATSIIEHOCTE! HeraTUBHOM (pa3bl IM-BOJTH C MBIIIILT

Yucao namuenTos, n (%)

25 (100)
6 (24,0)
25 (100)
18 (72,0)
19 (76,0)

5(20,0)

KHMCTUA U CTOIMBI YCTaHOBIEeHO, uTo Ipu XB/II1 BeauunHbI
IAHHOTO TapaMeTpa OBbLIA JOCTOBEPHO BBINIE, YeM IIPHU
HHCIIC. Ognako ROC-ananm3 He omnpeneini Moaeneit
C XOpOILIeii IUarHOCTUYECKOM 3HAYMMOCTbIO (TabJ1. 6).

B xome cpaBHUTEIHPHOTO KOJIMIECTBEHHOTO aHAIM3a
BEJIMYMH CKOPOCTH ITPOBEICHUS IT0 MOTOPHBIM BOJIOKHAM
(CIIM) B muCTaIBHBIX OTIEIaX HEPBOB KOHEYHOCTEH ycTa-
HOBJICHBI CJICAYIOIINEe OCOOCHHOCTH paclipeie/IeHUs Ha-
pylieHui nposeneHus: y nauueHToB ¢ XBJ/IIT mo moTtop-
HBIM BOJIOKHAM CPeIMHHOTO HEpBa Ha YPOBHE MPEATUICUbST
M JIOKTEBOTO Cruba, 1o TIIy00OKOMY Majio0eplIOBOMY HEPBY
Ha ypoBHe roieHu CIIM oka3anach 10CTOBEpHO MEHBIIIE,
yem y naumentoB ¢ HHCIIC. HanpoTuB, y malMeHTOB
¢ HHCIIC oka3zanach 3HaunMo MeHblie, yeM Iipu XBJITT,
BesmarHa CIIM 110 MOTOPHBIM BOJIOKHAM JIOKTEBOTO HEpBa
Ha YpOBHE JIOKTEBOTO cycTaBa (Tabi. 7). B ocTaabHBIX CITy-
YasiX 3HAYNMBIX Pa3IMIniA BRISIBICHO HE OBLIO.

C nomomrpto ROC-aHanmm3a onpenesieHa eIMHCTBEHHAS
MOIEJTb C XOPOIIIel TMarHoCTIIecKOo# 3HaYMMOCThI0 (AUROC
>0,8): 3HaueHne BesmanHBI CIIM 110 MOTOPHBIM BOJIOKHAM
JIOKTEBOTO HepBa Ha YPOBHE JIOKTEBOTO cycTaBa <37,5 M/c
(AUROC =0,821) co cietipnaHOCThIO 73 % 1 4yBCTBUTEb-
HocThio 71 % ykasbiBaeT Ha HHCIIC (puc. 3).

AHaJIu3 TIoKaIU3alyy U CTENEHU BhIpaXXeHHOCTH (%)
BIT y mammenToB ¢ XBJIT n HHCIIC noxka3sain, uyto BIT
10 MOTOPHBIM BOJIOKHAM CPEIMHHOTO HepBa PETUCTPUPY-
ercs1 y mosioBuHbI nauuentoB ¢ XBIII (n = 18/36; 50 %;
U3 HUX B 89 % cilyyaeB Ha Ipeariedybe) U OTCYTCTBYET
y Bcex naumeHToB ¢ HHCIIC (7 = 0/34); BII o 1okTeBO-
MY HEpBY Ha YPOBHe Ipearieubs xapakrepeH mis XBIIT
(n =19/25; 76 %), a Ha ypOBHE JIOKTEBOTO CycTaBa — [IJIs1
HHCIIC (n =11/15; 73 %). BI1 npu uccieqoBaHUY ABU-
raTeJIbHbIX HEPBOB HOT B 00EHX TPYIIIaxX PErUCTPUPOBA-
JINCh MEHEE YeM B TPETH clrydaeB (TaoiI. §).
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Tabmuua 4. Cpagrnumenshuiii ananuz ramernmuocmeii OM-60aH ¢ Mbluiy Kucmell U COR Y RAYUEHMO8 ¢ HacaedcmeeHHOl Heliponamuet
CO CKAOHHOCMbIO K NAPAAUMAM OM COABACHUSL U XPOHUYECKOU 80CRAAUMENbHOU OeMUCAUHUIUPYIOWell NoAuHelponamuei

Table 4. Comparative analysis of the latencies of dM-wave from the muscles of the hands and foot in patients with hereditary neuropathy with liability
to pressure palsies and chronic inflammatory demyelinating polyneuropathy

The nerve (recording from a muscle), the norm

P " n. medianus (m.APB) n. ulnaris (m.ADM) n. peroneus (m.EDB) n. tibialis (m.AH)

S V2R o) N'<3,5 (mc) N <4,0 (mc) N <4,0 (vc)

HHCIIC

HNPP
M-BoJHa 3apeTUCTpUPOBAaHA n=34/34 n=34/34 n=33/34* n=234/34
M-wave registered
Me [LQ; UQ] 5,0 [4,3; 6,5] 3,412,8; 3,7] 5,0[3.9; 6,8] 4,0[3,4; 4,3]
CpenHee (MUH.; MaKc.) 5,6 (3,3, 10,2) 3,5(2,3; 6,4) 5,6 (3,3; 13,6) 4,2(2,7;7,0)
Average (min; max)

XBAIT

CIDP
M-BoJIHa 3apernCcTpUpOBaHa n=36/36 n=36/36 n=34/36* n=34/36*
M-wave registered
Me [LQ; UQ] 61[4;7,8] 4,4 [3,275; 6] 5,0 [4,37;9,4] 6,7 [3,97; 10,6]
CpenHee (MUH.; MaKc.) 6,5 (3,5;13,6) 4,6 (2;7,2) 7,1(2,4; 19,6) 7,4 (3,19; 16,2)
Average (min; max)

P 0,044 0,00006 0,03 0,000004

Ilpumenanue. HHCIIC — nacredcmeennas Heliponamus co CKAOHHOCMbIO K hapaauvam om coaenenus; XBI Il — xponuueckas
socnanrumenvHas demueauHusupyrowas nosuneiponamus; m.APB — kopomkas moiwya, omeodsuas 6oavuoli nasey; m.ADM —
Mbluya, omeodsuasn muzutey, m.EDB — moiuya — xopomkuil pazeudbamens nasvyes cmonst; m.AH — mviuya, omeooauwas 60avuloi
naney, cmonoi; Me [LQ; UQ] — meduana [nusxcHuii kéapmuas, eepxnuii keapmuasv]; N — Hopma.

*30ech u danee — Koauuecmeo 3apeucmpuposanivix M-6o0an/Koauuecmeo uccae008anHbIX 60A0KOH .

Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; m.APB — the muscle
abductor pollicis brevis; m.ADM — the muscle abductor digiti minimi; m. EDB — the muscle extensor digitorum brevis; m.AH — the muscle abductor
hallucis; Me [LQ; UQ] — median [lower quartile; upper quartile]; N — norm.

*Here in after — number of registered M-wave/number of fibers examined.
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Puc. 2. ROC-ananu3z snavumocmu eeaunun aamenmuocmeii OM-eoan ¢ m.ADM (a) u m.AH (6) é dugpgepenyuanvoii duacnocmuke Hacae0CmeeHHoll
Helponamuu co CKAOHHOCIbIO K NApaAu4am om cOaeAeHus: U XpOHUHECKOU 60CHAAUMENbHOU 0eMUeAUHUZUPYIowell NOAUHedponamuu

Fig. 2. ROC analysis of the significance of latencies of dM-wave from m.ADM (a) and m.AH (6) in the differential diagnosis of hereditary neuropathy
with liability to pressure palsies and chronic inflammatory demyelinating polyneuropathy

'30ecw u danee no mekcmy: 4mo nodpasymesaemca NOO KOAUHECMBOM UCCIE008AHHbIX 80IOKOH U KAK OHO ONpedenanocs?

VccnedosaHue nposodusniocs ¢ 1 unu 2 CMOopoH y pasHbix NAYUeHmMos (aHanu3 pempocnekmusHbil, 06sem pasHell). Tak, y 00H020 nauueHma ucciedosaHue npo-
800U/TOCb C 1 CMOPOHBI 8 06BEME 4 MOMOPHBIX U 4 CEHCOPHbIX BOIOKOH (C 1 CMOpOHbI CpeduHHbIU/oKmMesol/Manobepyosbili/6obuebepuossll + UKDOHOXHIU),
Y Opy2020 — 8 06BEME 6 MOMOPHBIX U 6 CEHCOPHBIX BOTTOKOH (CpeOUHHBIL C 2 CMOPOH, 0CMArbHble € 1 CMOPOHSI), y mpembe2o NayueHma 8ce Hepgbl bblyiu UCC/1e008aHb!
€2 CMOopoH — UMOo20 8 MOMOPHBIX U 8 CEHCOPHbIX. Y makum 06pazom nposedeH CyMmapHbIti nodcyem Ucc/1e008aHHbIX BOTOKOH.
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Ta6auua 5. CpagnumenvHbiii KOAUMECMEEHHbI AHANU3 BeAUMUH amnaumyo OM-60H ¢ Mbluiy, KUCMU U CIMONbL Y NALUEHMO8 ¢ HACACOCMEEHHOT
Heliponamueli co CKAOHHOCIbIO K NAPAAUMaM 0m COA6AeHUS U XPOHUYECKOL 60CHAAUMENbHOU OeMUeNUHUBUPYIOWell noauHeiponamueil

Table 5. Comparative quantitative analysis of the amplitudes of dM-wave from the muscles of the hand and foot in patients with hereditary neuropathy
with liability to pressure palsies and chronic inflammatory demyelinating polyneuropathy

The nerve (recording from a muscle), the norm

P: t n. medianus (m.APB) n. ulnaris (m.AD n. peroneus (m.EDB n. tibialis (m.
e N>5,0 ((ms) g e (MB) M) n.pegoneus ﬁmn) ) N>5,0((M]1$m
HHCIIC
HNPP
M-BosiHa 3aperucTpupoBaHa n=34/34 n=34/34 n = 33/34* n=34/34
M-wave registered
Me [LQ; UQ] 6,7[6.0; 8,2] 7,716.2;9.2] 4,5[2,6;5.4] 7.415.0; 12,0]
CpenHee (MUH.; MaKc.) 6,3(0,2; 11,0) 7,3(0,9; 10,2) 4,0(0,2;9,2) 8,2(0,7; 16,0)
Average (min; max)
XBAIT
CIDP
M-BoJiHa 3apeTUCTPUPOBAHA n=36/36 n=236/36 n=34/36* n=34/36*
M-wave registered
Me [LQ; UQ] 3,412,2;5,1] 4,112,8;5,4] 1,75 [0,75; 3,2] 1,29 [0,58; 3,0]
CpenHee (MUH.; MaKc.) 3,87 (0,3; 8,6) 4,3 (0,4; 9,0) 2,42 (0,1; 8,6) 2,4 (0,02; 10,2)
Average (min; max)
D 0,00005 0,0000003 0,002 0,0000000015
AUROC 0,245 0, 175 0,285 0,109

Ilpumeuanue. HHCIIC — nacredcmeennas Heliponamus co CKAOHHOCMbIO K hapaauuam om coaeaenus; XBJI1 — xponuueckas
socnanumenvuas demuesunusupyowas noaunetponamus; Me [LQ; UQ] — meduana [Husicruii keapmuas, 6epxXHull K6apmunw/;
m.APB — kopomkas moimya, omeoosawas 6oavuioii nasey, m.ADM — mvuuya, omeodsujas musuney; m. EDB — muiuiya — kopomkuil
pazeubamens naavyes cmonwvt; m.AH — moiuya, omeodswas 6oavwoi nasey cmonst; N — nopma; AUROC — naowade nod ROC-kpueoii.
Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; Me [LQ; UQ] —
median [lower quartile; upper quartile]; m.APB — the muscle abductor pollicis brevis; m.ADM — the muscle abductor digiti minimi; m.EDB — the muscle
extensor digitorum brevis; m.AH — the muscle abductor hallucis; N — norm; AUROC — area under receiver operating characteristic.

Tabmma 6. CpasrHumenvHolll KOAUHECNEEHHbII AHAAU3 8eAUYUH 0AUMeAbHOCHell HeeamusHoU ghazbl OM-604H ¢ Mbluy KUCMU U CHONbL
Y NAUUEHMO08 ¢ HACAeOCMEeHHOI Heliponamuell co CKAOHHOCMbIO K NApaiu4am om coasaeHus U XpoHU4eCcKoi 60CnaiumenvHoll oemuenu-
HU3Upyroujeil noauHeliponamuei

Table 6. Comparative quantitative analysis of the duration of the negative phase of d M-wave from the muscles of the hands and feet in patients with
hereditary neuropathy with liability to pressure palsies and chronic inflammatory demyelinating polyneuropathy

The nerve (recording from a muscle), the norm

n. medianus n. ulnaris . peroneus n. tibialis
SR (m.APB) (Mc) (m.ADM) (mc) m.EDB) (vo) (m.AH) (Mc)

HHCIIC
HNPP

M-BosiHa 3aperucTpupoBaHa n=34/34 n=34/34 n= 33/34* n=234/34

M-wave registered

Me [LQ; UQ] 6,7 16,4; 6,8] 6,216,1;6,5] 5,9 15,6; 6,0] 7,0 16,0; 7,2]
XBAIT
CIDP

M-BoJIHa 3aperncTpUpOBaHa n=36/36 n=36/36 n=34/36* n=34/36*

M-wave registered

Me [LQ; UQ] 8,31[7,2; 8,4] 7,6 [7,5;7,9] 7,710,75; 3,2] 7,9 17,6; 8,1]
P 0,0007 0,003 0,0002 0,02
AUROC 0,634 0,522 0,342 0,454

Ilpumeuanue. HHCIIC — nacredcmeennas Heliponamus co CKAOHHOCMbIO K hapaauuam om coaeaenus; XBJI1 — xponuueckas
socnanumenvras demueaunusupyroujas noauneiponamus; Me [LQ; UQ] — meduarna [HudxcHuil keapmuab; 6epxXHuil Keapmuns|;
m.APB — kopomkas mbimya, omeoosawas 6oavuioli nasey, m.ADM — movuuya, omeodsawas musuney; m. EDB — mbviuya — kopomkuil
pazeubamens nanvyes cmonvt; m.AH — moiuya, omeodsuas 6oavwoii nasey cmonst; AUROC — naowads noo ROC-kpueoii.

Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; Me [LQ; UQ] —
median [lower quartile; upper quartile]; m.APB — the muscle abductor pollicis brevis; m.ADM — the muscle abductor digiti minimi; m. EDB — the muscle
extensor digitorum brevis; m. AH — the muscle abductor hallucis; AUROC — area under receiver operating characteristic.
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Ta6muma 7. CpagrumenvHolii Koau4ecmeeHHbli GHAAU3 8eAUMUH CKOPOCMell NPOBedeHUsl N0 MOMOPHBIM B0A0KHAM Y NAUUEHMO8 C HACAeOCBeH-
HOll Heliponamuell co CKAOHHOCMbI K RAPAAUMAM OM COAGACHUS U XPOHUUECKOU 80CHAAUMENbHOL OeMUeAUHUUPYIOWell noAuHedponamueil

Table 7. Comparative quantitative analysis of the conduction velocity along of motor fibers in patients with hereditary neuropathy with liability to pressure

palsies and chronic inflammatory demyelinating polyneuropathy

The nerve (recording from a muscle), the norm

Farameten n. medianus (m.APB) n. ulnaris (m.ADM) n. peroneus (m.EDB) n(n?lX%S
N >50 (m/c) N >50 (m/c) N >40 (m/c) N> 46 M/©)
HHCIIC n=34/34 n=34/34 n = 33/34* n=34/34
HNPP
M-BosHa 3aperuc- IMpennneube  JlokteBoit  I[lpenmieune JlokoTh Tonexnn Koneno ToneHnn
TpUpPOBaHa Forearm cruod Forearm Elbow Shin Knee Shin
M-wave registered Elbow bend
Me [LQ; UQ] 52,0 54,0 54,5 32,0 42,0 36,0 43,0
[51,3; 54,0] [54,0;59,0] [53,0;59,8] [24,5;38,5] [34,0;45,0] [29,0;42,0] [41,0;44,0]
Cpennee (MUH.; MaKc.) 53,1 56,7 56,2 31,3 41,0 35,8 41,6
Average (min; max) (44,0; 66,0) (51,0;69,0) (51,0;65,0) (12,0;47,0) (31,0;56,0) (15,0;57,0) (29,0;49,0)
XBAIT n=36/36 n=36/36 n = 34/36* n=34/36*
CIDP
M-BoJIHa 3aperuc- IIpennneune  JlokreBoit  Ilpenmieube JlokoTb Tonenp Koneno Tonenp
TpUpOBAHA Forearm cruo Forearm Elbow bend Shin Knee Shin
M-wave registered Elbow bend
Me [LQ; UQ] 38 42 42 45 35 39 40,5
[29,5; 46,5] [32; 53,5] [34; 49,5] [37;51,5] [26,75;38,75] [33,75;43,25] [34,75;43]
CpenHee (MMH.; MaKc.) 38,77 43,54 41 43,77 34,12 38,12 38,22
Average (min; max) (20; 62) (23; 66) (15; 61) (25;61) (20; 48) (23; 48) (20; 49)
D 0,000000003  0,0000002 0 0,0000003 0,0002 0,15 0,011
AUROC 0,145 0,197 — 0,821 0,284 — —

Ilpumenanue. HHCIIC — nacredcmeennas Heliponamus co CKAOHHOCMbIO K hapaauvam om coaenenus; XBJI Il — xponuueckas
socnanumenvias oemueaurusupyrouwas noaunetiponamus; Me [LQ; UQ] — meduarna [nuxcrnuti keapmunw, sepxuuil keapmuns[;, m.APB —
Kopomkas moiuya, omeodsauias 6oavuwoi nasey; m. ADM — mviuya, omeooswas musuney; m. EDB — mviuya — kopomxuii pazeuda-

menb nanvyes cmonsl; m.AH — moiuya, omeodsawas 6oavwioil naney cmonwt; N — nopma; AUROC — naowads nod ROC-kpusoil.

Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; Me [LQ; UQ] —
median [lower quartile; upper quartile]; m.APB — the muscle abductor pollicis brevis; m. ADM — the muscle abductor digiti minimi; m. EDB — the muscle
extensor digitorum brevis; m.AH — the muscle abductor hallucis; N — norm; AUROC — area under receiver operating characteristic.

CpaBHHTE/IBHBI aHAJN3 MAPAMETPOB HCCJIEOBAHUS
CEHCOPHBIX BOJIOKOH nepugepuyecKux HepBOB Y NANMEHTOB
¢ HHCIIC u XBAII. B xone cpaBHUTETLHOTO KOJTUIECT-
BEHHOTO aHa/IN3a BEJIMYWH JIATEHTHOCTEN TOTEHIIMATIOB
nmeiictBust ceHcopHbix HepBoB (ITIJJCH) ycraHoBieHO:
y nmaumeHToB ¢ HHCIIC Benmmumnua natentHoctn [TJICH
CPEIMHHOTO HEpBa JOCTOBEPHO BhIlIe, yeM npu XBJIII.
Omnako ROC-ananm3 He ONpeae I MOIEIN ¢ XOpoIeit
JIMAarHOCTUYECKOM 3HAYMMOCTbIO (Tabi. 9).

B xone cpaBHUTENBHOTO KOJIMYECTBEHHOTO aHAIM3a
BemmurH amtoutyn ITJICH mocTtoBepHO# pa3HHIIB MEXITY
nameHnTamu ¢ HHCITIC u XB/IIT BeisBIeHO He OBIIO
(ta6m. 10).

B xone cpaBHUTENHHOTO KOJIMYECTBEHHOTO aHAIN3a
BEJIMYMH CKOPOCTHU MIPOBECHUSI TIO CEHCOPHBIM BOJIOKHAM
(CIlc) B nucTanbHBIX OTAEIaX CEHCOPHBIX BOJIOKOH HEPBOB
KOHEYHOCTEl YCTaHOBJIEHO, uTo y nanreHToB ¢ HHCIIC

0 CEHCOPHBIM BOJIOKHaM CPEIMHHOTO HepBa Ha ypOBHE
kuctu BenmunHa Cllc oka3anach JOCTOBEPHO MEHBbIIIE,
yem y nauueHtoB ¢ XB/IT (p <0,05). B octaibHbIX ciiyda-
SIX 3HAYMMBIX Pa3JINunii He BISIBJIEHO (Taou. 11).

C nmomompio ROC-aHanm3a omnpezesieHa MOIEIb C XO-
porreit muarHocTrdeckoit 3HaunMocTteio (AUROC >0,8):
3HaueHue BenmuuHbl ClIc 1o ceHCOpHBIM BOJIOKHAM Cpe-
IWHHOTO HepBa Ha ypoBHe KucTH <48 M/c (AUROC =0,881)
co crienUIHOCTbIO 93 % U YyBCTBUTEIBLHOCTBIO 68 %
yka3piBaeT Ha HHCIIC (puc. 4).

TakuM 06pa3oM, B XO[Ie MPOBEAEHHOTO CPABHUTEIBHO-
TO MCCIeNOBaHNS OBUTH OTIpENesIeHbI Helipodu3nonornye-
CKIe MapKephbl, KOTOPbIE MOTYT ITOMOYb B IHhepeHIIN-
anbHOM auarnose mexay HHCIIC u XBJIIT (tabm. 12).

COBOKYITHOCTb TaKMX IMapaMeTpoB, Kak BO3pacT Jie-
61ota 6ose3nu <33 e, 3HaYeHUe JIATEHTHOCTY A M -BOJTHBI
¢ m.ADM <3,7 mc 1 m.AH <4,8 mc (AUROC >0,7),
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Puc. 3. ROC-kpusvie seauuun ckopocmeii npogedenus no momopuuim éorokiam (CIlIm), umeroujue docmogephvie pazauuus npu HacaedcmeeHHol Heupona-
MUl co CKAOHHOCMbIO K NAPAAUMAM OM COABAeHUs U XPOHUYECKOU 80CnaaumensHoll demueaunusupyroujeii noaunetiponamuu: a — Cllm, n. medianus,
npednaeuve; 6 — ClIm, n. medianus arokmesoi ceut; ¢ — CIllm, n. ulnaris, rokmesoii cycmag; e — CIlIm, n. peroneus, eonens

Fig. 3. ROC-curves of the conduction velocity along of motor fibers (CVm) values with significant differences in hereditary neuropathy with liability to pressure
palsies and chronic inflammatory demyelinating polyneuropathy: a — CVm, n. medianus, forearm; 6 — CVm, n. medianus, elbow bend; ¢ — CVm, n. ulnaris,

elbow; e — CVm, n. peroneus, leg

BenmunHBI CIIM 10 JIOKTeBOMY HEpBY Ha YPOBHE JIOKTE-
Boro cyctaBa <37,5 m/c (AUROC >0,8), 3HaueHM1Ee BeJIN-
ypHbel Cllc 1Mo cpermHHOMY HEpBY Ha YpOBHE KUCTU
<48 m/c (AUROC >0,8), orcyrctBue BII mo cpenmHHOMY
HEepBY Ha JIIOOOM y4yacTKe, a Takke Hanuuue BIT mo mok-
TEBOMY HEPBY Ha YPOBHE JIOKTEBOTO CYCTaBa XapaKTEePHBI

s HHCIIC u nosBosstior XBTT mocTaBUTH IToA COMHE-
Hue. OgHAaKO, YIUTHIBas HAJTMYME OTpaHUICHII HACTOSI-
el paboTHI, a MMEHHO BO3MOXKHOE BIIMSTHHE TTATOTCHETH -
YeCKOU Teparmy Ha HeMpodU3NOIoTMIecKIe TTapaMeTPhI
y mauueHToB ¢ XBJII1, uccineagoBaHue maiaHUpyeTCs Mpo-
TOJKUTB.
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Tadomuua 8. Jlokanusayus u cmenets 6a0ka nposederus (%) no MOMOPHBIM B0AOKHAM NepUDEPUHECKUX HEPBO8 Y NAUUEHMO8 C HACAeOCMBeH -
HOIl Heliponamuell cO CKAOHHOCMbIO K NAPAAUMAM OM COABAeHUS U XPOHUHECKOU B0CNANUMENbHOU OeMUeAUHUUpyrowell noauHeliponamueil

Table 8. Localization and degree of the conduction block (%) by motor fibers of peripheral nerve in patients with hereditary neuropathy with liability
to pressure palsies and chronic inflammatory demyelinating polyneuropathy

The nerve (recording from a muscle), the norm

Parameter . . T OTh
n. medianus n. ulnaris n. peroneus n. tibialis
(m.APB) (m.ADM) (m.EDB) (m.AH)
N <30 % N <30 % N <50 % N <50 %
HHCIIC
HNPP
Hamnune BIT _ _ _ _
Presence of CB n=0/34* n=15/34* (44 %) n=7/33*(20%) n=0/34*
Jlokanuzanus ITpenmnneyse JlokoTb Koeno
Localization The forearm The elbow The knee
nM-BosiHa/mM-BostHa (%) n=3/1520 %) n=11/15(73%) n=7/7 (100 %)
Amp prM-wave/dM-wave (%) — —
Me [LQ; UQ] 30 [30; 36] 40 [30,0; 54,5] 68[59,0; 77,5]
CpenHee (MUH.; MaKc.) 34 (30; 42) 47 (30; 85) 69,1 (50; 93)
Average (min; max)
XBIIT
CIDP
Harrre LU n=18/36* (50 %) 5 =25/36* (70 %) n=12/34*(35%) n=0/34*
Presence of CB ° © o
Jlokamzanust IIpenmneune Touka Dpba [Ipenmicune Touka Dpba Tonenn
Localization The forearm The Erb point The forearm The Erb point The leg

nM-BostHa/nM-BostHa (%) n=16/18 (89 %) n=28/18 (45 %) n=19/25(76 %) n=9/25 (36 %) n=12/12 (100 %)

Amp prM-wave/dM-wave (%) —
Me [LQ; UQ] 44 [36; 51] 71 [50; 92,5] 44 [36; 50] 50 [43; 88] 61,5 [58; 70]

Gppeltiee (MU, MaKo)) 432(30;60) 71,87 (43; 100) 45,8 (30;80) 60,2 (30; 100)  63.3 (50; 80)

Average (min; max)

Ilpumenanue. HHCIIC — nacredcmeennas Heliponamus co CKAOHHOCMbIO K hapaauvam om coaeaenuss; XBIAIl — xponuueckas
socnanumenvHas demuesunuzupyrowas noauneiponamus; Me [LQ; UQ] — meduana [Huxcnuii keapmuas,; eepxnuil keapmuas]; m.APB —
KopomKas muiuiya, omeodsauias 6oavuwoil nasey; m. ADM — mviuya, omeoosuwas musurey; m. EDB — mviuya — kopomxuii pazeuda-
menb naavyes cmonst; m.AH — moiumya, omeodsawas 6orvwoii nasey cmonwt; N — Hopma; dM-6oana — MOMOpHbLIL Omeem HA CIUMY-
Aayuio ducmanvroi mouku; nM-8oana — MOMOPHbLI OMeem Ha CIMUMYAAYUI NPoKcuManvHoi mouku; BIT — a0k nposedenus.

Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; Me [LQ; UQ] —
median [lower quartile; upper quartile]; m. APB — the muscle abductor pollicis brevis; m.ADM — the muscle abductor digiti minimi; m. EDB — the muscle
extensor digitorum brevis; m.AH — the muscle abductor hallucis; N — norm; dM-wave — the distal motor response; prM-wave — the proximal motor
response; CB — the conduction block.
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Tabmuua 9. Cpasrumensibiii Koau1ecmeeHHblil AHANU3 BeAUHUH AAMEHMHOCMEN NOMEHYUAN08 0eliCMEus CeHCOPHbIX HePBO8 Y NayueH-
moe ¢ Hacre0cmeeH ol Heliponamueli co CKAOHHOCMbIO K NApaAu4am om cOa6AeHUs U XPOHUHECKO 60CHANUMENbHOU 0eMUCAUHUSUPYIO-

weil noauHetiponamueil

Table 9. Comparative quantitative analysis of the values of the latencies of sensory nerve action potentials in patients with hereditary neuropathy
with liability to pressure palsies and chronic inflammatory demyelinating polyneuropathy

Parameter

HHCIIC

HNPP
M-BoHa 3aperucTpupoBaHa
M-wave registered
Me [LQ; UQ]
Cpennee (MUH.; MaKc.)
Average (min; max)

XBAIT

CIDP
M-BosiHa 3aperucTpupoBaHa
M-wave registered
Me [LQ; UQ]
CpenHee (MUH.; MaKc.)
Average (min; max)

p
AUROC

n. medianus (IT)

N <3,0 (mc)

n=31/34*

0,133

n. ulnaris (V)
N <3,0 (mc)

n=14/36*

2,5[2,3;2,6]
2,5(2;3)

0,216

N <4,0 (mc)

The nerve (recording from a muscle), the norm

n. peron superfic

n. suralis
N <4,0 (mc)

n=11/36*

2,6;3,9]

3,0
3,3(2,0; 5,0)

0
3

El

0,451

Ilpumeuanue. HHCIIC — nacredcmeennas Heliponamus co CKAOHHOCMbIO K hapaauyam om coaeaenus; XBI Il — xponuueckas
socnanumenvHas demueaurusupyousass noaunetponamus; Me [LQ; UQ] — meduana [Huxcnuii keapmuav; éepxruil Kéapmuaw|; N — nopma;
AUROC — naowade nod ROC-kpusoii.

*3decs u danree — koaunecmeo 3apeeucmpuposannvix IIJJCH/koauvecmeo uccie0o8antbix 60A0KOH.

Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; Me [LQ; UQ] —
median [lower quartile; upper quartile]; N — norm; AUROC — area under receiver operating characteristic.

*Here in after — number of registered SNAP/number of fibers examined.

Taomma 10. Cpasnumenvrbiil KOAUMECMBEHHbII AHANU3 BeAUMUH AMIAUMYO NOMEHUUAA08 OCICMBUS CCHCOPHBIX HEPEOE ) NAUUEHIMOE C HACACOC -
BEHHOUL Heliponamueli co CKAOHHOCHbIO K NAPAAUMAM 0 COABACHUS U XPOHUHECKOIL 80CHANUMEAbHOL OeMUCAUHUIUPYIOWEll NoAUHelponamueli

Table 10. Comparative quantitative analysis of the values of the amplitudes of sensory nerve action potentials in patients with hereditary neuropathy
with liability to pressure palsies and chronic inflammatory demyelinating polyneuropathy

The nerve (recording from a muscle), the norm

Parameter n.medianus (IT) n.ulnaris (V) n.peron superfic n.suralis
N >15,0 (MxB) N >15,0 (MxB) N >6,0 (MxB) N >6,0 (MxB)
HHCIIC
HNPP
M-BoJjiHA 3aperuCcTPUpPOBaHa n=31/34* n =29/34* n=12/34* n=25/34*
M-wave registered
Me [LQ; UQ] 10,0 [6,9; 15,2] 7,0 [5,0; 14,0] 5,2 [4,2; 8,4] 5,0 [4,0; 6,0]
Cpennee (MUH.; MaKc.) 12,4 (1,9; 37,4) 9,4 (0,3; 24,0) 6,5 (2,0; 14,3) 5,4 (2,7; 10,0)
Average (min; max)
XBAIT
CIDP
M-BoJiHa 3apeTUCTPUPOBaHA n=16/36* n=14/36* n=8/36* n=11/36*
M-wave registered
Me [LQ; UQ] 8,0(5,7;9,2] 7,514,3; 12,1] 4,0(2,7; 5,2 4,03,0; 5,3]
Cpennee (MUH.; MaKc.) 8,9 (1,6;27,0) 9,2 (3,3;21,0) 4,3 (1,4;9,0) 4,1 (1,2;7,0)

Average (min; max)
D 0,078 0,367 0,065 0,134

Ilpumenanue. HHCIIC — nacaedcmeennas Heliponamus co CKAOHHOCMbIO K napaauvam om coaenenust; XBAII — xponuueckas gocnanu-
menvHas demueaunuupyoujas noauneiuponamus; Me [LQ; UQ] — meduana [nHuncnuii keapmuas, eepxruil keapmuas]; N — Hopma.
Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; Me [LQ; UQ] —
median [lower quartile; upper quartile]; N — norm.
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Taomua 11. Cpasnumenvrbiii KoauuecmeeHHbll AHAAU3 8eAUMUH CKOPOCMeLll NPOGeOeHUs NO CEHCOPHBIM BOAOKHAM Y NAUUEHMO8
¢ HacaedcmeeHHoll Heliponamueli co CKAOHHOCMbIO K NApAAUMam om c0aéAeHuUs U XpOHU4ecKoll 60CNAAUMENbHOI OeMUeAUHUUDYIOuwell
noauretiponamueti

Table 11. Comparative quantitative analysis of the values of the conduction velocity along of sensory fibers in patients with hereditary neuropathy with liability
to pressure palsies and chronic inflammatory demyelinating polyneuropathy

The nerve (re g from a muscle), the norm

Parameter
n. medianus (wrist) n. ulnaris (wrist) n. peron superfic (leg) n. suralis (leg)
N >50.0 (m/s) N >50.0 (m/s) N >40.0 (m/s) N >40.0 (m/s)
HHCIIC
HNPP
M-BoHa 3apeTUCTPUPOBaHA n=31/34* n=29/34* n=12/34* n=25/34*
M-wave registered
Me [LQ; UQ] 37,8 [33; 42] 51 [45; 54] 46 [41; 55] 43 [42; 44]
CpelHee (MHUH.; MaKc.) 36,3 (11; 51) 50 (39; 65) 46 (31; 66) 44 (41; 54)
Average (min; max)
XBAIT
CIDP
M-BoJHa 3aperucTpupoBaHa n=16/36* n=14/36* n=_8/36* n=11/36*
M-wave registered
Me [LQ; UQ] 55 [43; 55] 52 [51; 53] 46 [43; 52] 43 [41; 44]
Cpennee (MUH.; Makc.) 50 (32; 59) 51 (42;61) 48 (42; 59) 41 (33; 46)
Average (min; max)
P 0,000003 0,124 0,237 0,178
AUROC 0,881 — — —

Ilpumenanue. HHCIIC — nacaedcmeennas Heliponamus co CKAOHHOCMbIO K hapaauvam om coaeaenuss; XBI Il — xponuueckas
socnanumensvras demuenunusupyrowas noauneiponamus; Me [LQ; UQ] — meduana [nuxcnuii keapmuan,; sepxuuii keapmuns]; N — Hopma;
AUROC — naowads noo ROC-kpueoii.

Note. HNPP — hereditary neuropathy with liability to pressure palsies; CIDP — chronic inflammatory demyelinating polyneuropathy; Me [LQ; UQ] —
median [lower quartile; upper quartile]; N — norm; AUROC — area under receiver operating characteristic.
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YyBCTBUTENBHOCTH 68 % /
Sensitivity 68 %
CneundunuHocts 93 % /
Specificity 93 %
Kputepuin <48 mc /
Criterion <48 ms
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Puc. 4. ROC-ananu3z 3nauumocmu éeauuHvl CKOPOCHU NPOBEOEHUS NO CEHCOPHBIM 80N0KHAM CPEOUHHO020 HEP8A HA YPOBHe KUCMU 6 JughghepeHyuarvHoll
duaeHocmuke HAcAedCMEeHHOI HelipOnamuy co CKAOHHOCIbIO K NAPAAUMAM OmM COA8AeHUs U XPOHUUECKOU 0CNANUMENbHOU OeMUEAUHUSUPYIOUell NoAU-
Heliponamuu

Fig. 4. ROC-analysis of the values of the conduction velocity along of sensory fibers median nerve at the wrist in the differential diagnosis of hereditary
neuropathy with liability to pressure palsies and chronic inflammatory demyelinating polyneuropathy

TOM13 VOL.13
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Ta6auua 12. Heipogusuonoeuueckue ougghepenyuansho-ouasHocmuseckie MapKepsl RpU HAcAe0CMEeHHOU HeUponamuu co CKAOHHO-
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CmMblo K napaau4am om coaenenus u xpor—mnecxoﬁ 80CNAAUMENbHOU 0emue/1uﬂu3upyr0u4eﬁ nOﬂuHeﬁponamuu

Table 12. Clinical and neurophysiological differential diagnostic markers for hereditary neuropathy with liability to pressure palsies and chronic

inflammatory demyelinating polyneuropathy

The marker in favor of HNPP - The sensitivity, % The specificity, %

Bospact nedrora <33 et
Age of debut <33 years

JlatentHOCTE AM-BosHBI ¢ M.ADM <3,7 Mc (auct. 8 cm)
Latency of the dM-wave with m.ADM <3.7 ms (dist. 8§ cm)

JlareHTHOCTH IM-BOJTHBI ¢ M.AH
<4,8 Mc (mucT. 8 cm)
Latency of the dM wave, m.AH <4.8 ms (dist. 8 cm)

CIIM 1o TOKTeBOMY HepBY Ha ypoBHe JOKTs <37,5 M/c
CVm along the ulnar nerve at the elbow <37.5 m/s

CIlIc mo cpenmHHOMY HepBY Ha ypoBHe KUCTH <48 M/c
(muct. 14 cm)
CVs along the median nerve on the wrist <48 m/s (dist. 14 cm)

0,728 60 72
0,724 76 71
0,752 62 85
0,821 71 73
0,881 68 93

Hanuuue BIT mo cpennHHOMY HepBY Ha Jito6oM ydacTke xapakTepHo misg X BJIIT u uckmouyaer HHCIIC. Hamuume BIT mo nok-
TeBOMY HEpBY Ha YpoBHe JIOKTeBoro cyctaBa xapaktepHo mist HHCITC u uckmouaer XB/TT

The presence of CB along the median nerve at any site is characteristic of CIDP and excludes HNPP. The presence of CB along the ulnar nerve
at the level of the elbow joint is characteristic of HNPP and excludes CIDP

Ilpumeuanue. HHCIIC — nacredcmeennas Heliponamus co cKAoHHOCmbio K hapaauyam om coasaenus; AUROC — naowads noo
ROC-xpusoii; OM-eoana — momopHbiii omeem Ha cmumyasyuro oucmansholi mouku; m.ADM — mouuya, omeodawas muzuney, m.AH —
Mbluya, omeodsuias boavuioi naney, cmonwt; CIIm — ckopocms nposederus no momopHwim eonokam, Cllc — ckopocms npogedenus

no cencoprvim onokHam; BIT — 6ok nposedenus; XBIII — xponuueckas 8ocnaiumenvras 0emMuesuHu3upyrowas NOAUHeponamus.

Note. HNPP — hereditary neuropathy with liability to pressure palsies; AUROC — area under receiver operating characteristic; dM-wave — the distal

motor response; m.ADM — the muscle abductor digiti minimi; m.AH —
fibers; CVs — the conduction velocity along of sensory fibers; CB —

the muscle abductor hallucis; CVm
the conduction block; CIDP — chronic inflammatory demyelinating polyneuropathy.

— the conduction velocity along of motor

06cyxpeHue

OnekrpoHeiipoMuorpadust SBISIETCS «30JI0THIM CTaH-
JAPTOM» AUATHOCTUKY TIPU OOJIE3HSIX TIeprhepruIeckoro
HEWPOMOTOPHOTO arapara ¥ HEOTheMJIEMOU YacThio aud-
(bepeHIIMATBEHO-AMATHOCTUIECKOTO aJITOPUTMA TIPY XPO-
HUYEeCKUX nonmHeiponatusx. Helipodusnomornaeckoe
00cen0BaHMe MOXET OTBETUTD Ha CIIEAYIOLIE BOIPOCHI
Bpaya: eCTb JId y MalMeHTa HapylIeHUsI (PYHKIUU UCCIe-
JIOBAaHHBIX MiepuhepruIecKux HEPBOB, KAKNE BOJOKHA TTO-
paXXeHbI: IBUTATEIbHBIC Y/ WM YYBCTBUTEIbHBIE.

Pesynbrar Helipodu3nonornueckoro o0cieq0BaHms
TOATBEPXIAET BOBJICUEHNE B Mpolecc nepudepuaeckux
HEPBOB, HO HE TMO3BOJISIET OMPEIEIUTh HO30JOTMYECKUIA
BapuaHT 60Jie3HM. OmHaKO MH(MOPMALIKS O TUIIE HapyIe-
HUS — AKCOHAJIbHOM WJIY IEMUETMHU3UPYIOLIEM — CyXKa-
eT nuarHoctTuueckuit anroput™m. Cpeam XpOHUYECKUX
CEHCOMOTOPHBIX TTOJUMHENPONATUA PEMUTTUPYIOILIETO
TEYeHUsT 0COO0OTO BHUMAHUS 3aCTy>KMBAIOT 2 HO30JIOTUU:
XBIITu HHCIIC, ripy KOTOPHIX BepUMUITPYETCS TeMIUe-
JIMHU3UPYIOIINHI TIATTePH MOPaKeHUs Tepudeprieckux
HepBOB. B HacTos1Iee BpeMs ONpeaeieHbl 2JeKTPOArar-
Hoctuueckue kputepuu XBJIT [5], 6e3 cooTHeceHuUs
C KOTOPBIMUA HEBO3MOXHO (PMHATM3UPOBATH AMATHO3 U Ha-
3HAYMTh TATOTEHETUYECKYIO Teparnuio. OmyOoIMKOBaHO 10-
CTaTOYHO UCCeAoBaHUi, TTocBseHHBIX DHMI -n3me-

Henusm npu HHCIIC u XB/II [12, 15—26]. HecMoTpst
Ha 3TO, COXpaHseTcs mpobiaema nHrepnperanuun DHMI -
KapTUHBI TIPU 3THX 2 HO30JI0TUsIX. Jlaxke cTporoe ciemo-
BaHUE KPUTEPUSM JIUAarHOCTMKM He 3aCTpPaxOBhIBaeT
OT OLIMOOK, B CBSI3U C 4YeM 0OCyXAeHUEe 0COOEHHOCTEN
HepodU3N0NIornuecKol KapTUHBI TPU YKa3aHHBIX HO30-
JIOTUSIX TIO-TIPEKHEMY OCTAETCS aKTyaTbHBIM.

B 2018 . FE Robert-Varvat u coaBT. 006cenoBain
51 marmenta ¢ HHCIIC v BISIBUIM CIEIYTOLIME XapaKTePHbBIE
u3MeHeHust: 3amemieHre CITM Ha ypoBHE JIOKTEBOTO CyCTaBa
MNpU UCCIIEI0BAaHUM 110 KpailHel Mepe 1 JIOKTeBOro Hepsa
(97,5 %), yBenmmaeHue JJaTeHTHOCTA 1M -BOJIHBI TIPY MCClie-
JTOBAHMU 10 KpaitHeli Mepe 1 manoGepiioBoro Hepsa (95,8 %)
Y YBeJIMUeHHE JIATEHTHOCTH 1M -BOJTHBI TP UCCIIENOBAaHUM
CpemMHHBIX HEPBOB ¢ 2 cTopoH (89 %) [17]. AHaTOTMYHbBIE
pe3yJIBTaThl OBUTH ITOTyIeHBI IPYTUME aBTopamu [12, 18—20,
23—26] 1 noATBepXKIeHbI B Halllel padbote. Bo Beex nccneno-
BaHMSIX TIpoIeMOHCTprpoBaHbl XapakrepHbie mist HHCIIC
HapyIIeHUs ¢ TIPEUMYIIIECTBCHHBIM BOBJICUEHUEM CPEIMH-
HBIX, JIOKTEBBIX U MaJIOOEPIIOBBIX HEPBOB COOTBETCTBEHHO
C JIOKaJIbHBIM TIOPaXKEeHNEM Ha YPOBHE JTy4e3arsICTHBIX, JIOK-
TEBBIX Y TOJICHOCTOIHBIX cycTaBoB. OnHako Koyutern u3 Mra-
Jum [26], mpoaHaM3UpoBaB (PEHOTUITMIECKYIO M Helpodu-
3MOJIOTYECKYI0 reTeporeHHocTh y 39 marmentos ¢ HHCIIC
u3 16 cemeii, OTMETUIU, YTO TIO JTAHHBIM 3JIEKTPODU3HO-
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HepBHo-Mblweunbie O JIE3HH

JIOTUYECKOTO 00CIeNOBaHUS HapYIIeHUS IIPOBOISIICH
(GYHKIIMKA HEPBOB MOTYT BapbMPOBAaTh OT JIOKAIBHBIX,
Ha YpOBHE MECT, TUITMYHBIX IJIST UX KOMIIPECCUH, 10 TrU(-
(Y3HBIX ¥ HOCTATOYHO PABHOMEPHBIX, UYTO XapaKTEPHO IS
TTOIMHEPoITaTH. DTOT (haKT, a TAKXKE HATMIE BApHUaHTOB
XB/II, paznuyarommxcst 1o KIMHUKO-HEUpOPU3NOTIOTH-
YECKHUM IpHU3HAKAM, TTO-TIPEKHEMY OTIPEIEIISIIOT TPYIHOCTH
mddepenmansHoit nmarHoctuku HHCIIC u XB/TII.
B namewm nccienoBanuu Hu y omHoro nauueHTa ¢ HHCIIC
npu DHMI -uccnenoBannmy nnuddy3HBIX U3MEHEHUI, Xa-
paKTepHBIX IS JUTMHHO3aBUCUMON IeMUCTMHI3UPYIOIEH
ITOJIMHEMPOIIaTHUH, BBISIBIICHO HE OBLIO.

CorocraBieHre HeMPODOU3NOJIOTUISCKUX TAHHBIX
y mamenToB ¢ HHCIIC u XBIT mpoBoauiaock U paHee,
OITHAKO TaKMX pabOT OITyOJIMKOBAHO HEMHOTO. 3aCTy>KIBaeT
pHunMaHus BemoaHeHHBIM B 2000 T P.B. Andersson
W COAaBT. PETPOCHIEKTUBHBIN aHaM3 pe3yabratoB OHMI -
obcnenoBanus nauvenroB ¢ HHCIIC (n = 9) u XBAII
(n = 22) [21]. HecMoTps Ha MaJloe YMCIIO BKITIOUEHHBIX
B uccaenoBanue rmareHToB ¢ HHCIIC, aBTopeI OTMETHIIH,
yto cpennee 3HadyeHume Cllc cocrasmwio 85,6 + 10,6 %
OT HIDKHEH TpaHMIIBI HOPMBI 1 OBUTO 3HAUMTEIIEHO HITKE, YeM
rpu XBJIIT (114,3 £ 20,1 %; p <0,0001). B ominuue ot KoJLIer,
B HaIlIeM MCCIICIOBAHII, BKITIOUAIOIIEM OOJIBIITYIO ITO O0BEMY
BBIOOPKY, JOCTOBepHO OoJee Hu3Kasl BemmmarHa Cllc y marm-
enroB ¢ HHCIIC 1o cpaBHenuio ¢ XB/II1 Obiia BEISIBIIEHA
TOJIbKO TIPY MICCIICAOBAHNN YyBCTBUTEIIEHBIX BOJIOKOH Cpe-
JIHHOTO HepBa Ha ypoBHe kuctu (p = 0,000003).

3amemrenre CIM neprdeprnaeckix HepBOB B INCTaTb-
HBIX yJacTKax (110 CpeAMHHOMY U JTOKTEBOMY HEpBaM —
Ha YpOBHE MPEIIeYnii, II0 MaJo0epIIOBOMY 1 OOJIBIIIC-
OepoBOMYy HepBaM — Ha ypOBHE TOJEHU) OTMEYECHO
P.B. Andersson u coasrt. B 31 % (10/32) ciysaes HHCIIC, ipu
aToM cpenHee 3HaueHre CIIM okazanochk B IIpeneax HOPMBI
(106,4 + 12,9 %), B ormune ot XBJII (86,2 £ 23,2 %;
<0,001). B Hamem mcciemoBaHUM TOCTOBEPHO 00Jiee HUA3-
kue BeqmanHbl CIIM Takke Obly mTomydeHsl ipu XBJITT
B IUCTAJIBHBIX YIACTKAX CPEIMHHOTO M TITyOOKOTO Majo-
6ep1oBOro HepBOB, ogHaKo BemmurHa CIIM 110 JTIoKTeBOMY
HepBY Ha YPOBHE JIOKTEBOT'O CYCTaBa, HAIIpOTHUB, 0Ka3aJIach
nmoctoBepHo Huxe npu HHCIIC, yem mpu XBIIT
(» = 0,0000003). B xome ROC-ananu3a HaMu OBLIa OIIpe-
JIeJIeHa TTOPOroBasi BeIMIMHA 3TOro ImapameTrpa — <37,5 M/c,
co cneunUIHOCThIO 73 % 1 4yBCTBUTEILHOCTBIO 71 %
ykasniBaromasg Ha HHCIIC.

VBenmmuenue nareHTHOCTH TM-BosHbI ipu HHCIIC
6110 oTMeueHo P.B. Andersson u coaBrt. B 78 % (25/32)
ciaydaeB. CpemHre 3HaUCHUS JTJATCHTHOCTHU 1M -BOJTHEI ITpU
HHCIIC oxkasanuce 6onbiie (118,5 £ 31,0 % ot BepxHeii
rpaHuLBl HOpMBI), YyeM mpu XBIIT (103,2 + 31,6 %;
p <0,05), kpome TaTeHTHOCTHA M -BOJTHBI C MBITIIIBI, OT-
Bongsieit 6omabiioit nmanenu cronbl (m.AH). JloctoBepHO
boJyiee HU3KME BEJIMYMHBI JIATCHTHOCTEH TM-BOJIH Hpu
HHCITIC no cpaBaenmto ¢ XBIT ¢ m.AH, a taxcke c mADM
OTMEUCHBI 1 B HACTOSIIIIEM MCCIICIOBAHNM, YTO IEMOHCTPUPY-
et ROC-ananmm3 ImoporoBeIX 3HAYCHMIA STHX BETMIKMH.

Bosmoxnoctn DHMTI -uccnenoBanus B muddepeHn-
ampHoM quarnoctuke HHCIIC n XBAI1 y neteit oo 18 net
MPenCTaBICHBI MOJIbCKUMU MCCICAOBATEIIMUA B PETPO-
CIIEKTUBHOM aHanm3e, BKiouuBieM 18 meteit ¢ XBJIIT
n 7 neteii c HHCIIC [22]. ITokazano, uto kputepusm XBJITT
(EFNS/PNS 2010) ynoBneTBopsuiv mpoTokoibl 17 (94 %)
u3 18 nmeteii ¢ XBIIT u 3 (43 %) us 7 nereit ¢ HHCIIC.
OnuTeTbHOCTh HeTaTUBHOM (pa3bl 1M-BOJHBI C MBIIIIIT
KUCTHU U cTom >9 Mc BoisiBiieHa y 14 (78 %) u3 18 naiueH-
toB ¢ XB/II1 1 Hm y omHoro nanmeraTa ¢ HHCIIC (B cpen-
Hem 10,0 mc npotus 5,8 mc, p <0,05). HecMoTtpst Ha TO, 4TO
B HAIlIeM MCCIIEIOBAaHIN 00CIeIOBAaHBI B3POCIIBIC, O0IIas
HampapJIcHHOCTh M3MEHEHMIT 0Ka3aIach CXOXEH, TIPH 3TOM
3HaYeHWE MEIMaHBbl IJINTEJIbHOCTEH HEeraTMBHEIX (a3
IM-BoaH ¢ MbILIL KUCTU U cTorbl ipu XBJIIT okazanoch
menbre: >7,5 mc mpu XBIT u <7 mc mpu HHCIIC.

C Harrreit TOUKy 3peHusT, 0cOO0T0 BHUMAHWST 3aCITyKIBa-
FOT pe3y/IkTaThl aHAIM3a 0cobeHHOCTel JJokanu3auuu BIT mpu
XBIAITu HHCIIC. B o6cy>xmaemoM Bbiiiie uccieaoBan bIT
(>30 %) 3apeructpuposat y 16 (88 %) u3 18 nereit ¢ XBII1
ny2 (28 %) us 7 nereii c HHCIIC, B nocneaHeM ciiydae npu
HICCITCIOBAaHUH JIOKTEBOTO 1 MaJIOOEPIIOBOTO HEPBOB B MECTaX,
TUITMYHBIX IJIST X KoMIpeccuu [22]. B Hatiem vccemoBaH
¢ 0OJIBIIeH BEIOOPKOI MAIMEHTOB TOJTy4eHBI aHAJIOTMIHBIC
pe3yJIBTaThl, OMHAKO aHa M3 JIokam3aryn bI1 B ucciemoBan-
HBIX HepBax IIPOIEMOHCTPHUPOBAI OTIIMIKE OT JAHHBIX, OITy-
O6ymKoBaHHBIX paHee: BIT 1o MOTOpHBIM BOJIOKHAM CPEIMH-
HOTO HepBa PETUCTPHPOBAICS Ha IPEATUICUbE M B TOUKe Dpoda
y Kaxknoro 2-ro manyeHnTa ¢ XBJIT u H1 B OmHOM ciydae
npu HHCIIC; Hammane BIT 1o MOTOpHBIM BOJIOKHAM JIOKTE-
BOTO HEpBa Ha YPOBHE MPEAIICUbsS ObLIO XapaKTePHO IS
XBAII (n = 19/25; 76 %), a Ha ypOBHE JIOKTEBOIO CyCTaBa —
st HHCIIC (n=11/15; 73 %).

JOIoTHATEILHO YIOMSIHYTBIC BBIIIIE aBTOPBI OTMETH -
my 3 (43 %) u3 7 mauuentoB ¢c HHCIIC u y 4 (22 %)
n3 18 marmenToB ¢ XBJII1 Hammume maTTepHa MHTAKTHOCTHI
MKPOHOXHOTO HepBa (“sural sparing pattern”) [22], omHa-
KO B HaIlleM MCCJIeTOBaHNY YKa3aHHBIN MAaTTePH HE BBISIB-
JICH HU B OTHOM cJIydJae.

BbiBOAbI

B xome HacTosIIIeTO MCCIeMOBaHMS BIIEPBBIC HA CAMO
0OJIBIIION BEIOOPKE TTAIIMEHTOB ITPOBEICH ACTATbHBIN CpaB-
HUTEJIBHBIM aHAJIN3 HeHPO(U3NOIOTMIECKIX TTApaMeTPOB
WCCJICIOBAHMST MOTOPHBIX 1 CEHCOPHBIX BOJIOKOH TTepude-
pndeckux HepBoB y namueHToB ¢ HHCIIC n XBJIT
B Meprod MaHU(eCTalluy KIMHIYIECKONH CUMITTOMATHKU.
Ompenenensr DHMI-mapkeps! (cM. Tao1. 12), moMoraroriye
B muddepeHIIMaNIbHOM TMarHOCTUKE 2 BEIOPAHHBIX XPOHU-
YeCKMUX AeMUENMHU3Upyomux Helpomnartuii: XBJII
1 HHCIIC. Cnenyet yuuThIBaTh HEBBICOKME 3HAYEHUST UyB-
CTBUTEIBHOCTH U CIIELIM(UIHOCTH JAHHBIX MapKepOB, OIle-
HUBATh UX B COBOKYITHOCTH C KITMHUKO-aHAMHECTHIECKIMU
¥ IPYTUMU TTapaKIUHUYSCKAIMHI TaHHBIMU Y TAlIMEHTOB
C XpOHUYECKOM MOJMHENPONATUENA WIN MHOXECTBEHHOUN
MOHOHEHpOMnaTheil peMUTTUPYIOIIETO TCUCHMS.
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