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Hayunwiii yenmp nesponoeuu PAMH;
HUH obweii namoaoeuu u namogusuonoeuu PAMH (Mockea);
5-it Llenmpanvhviit soennviii kaunuveckuii cocnumans BBC MO PO (Kpacrozopex)

B cmamve npedcmagnensi pezyavmamol KauHuko-31ekmpomuoepaguueckoeo anaiuza 34 nayuenmos ¢ peyudusupyioujeli Heaponamueii AUYegoeo Hepea
(pHJIH). Onpedenena uacmoma ee ecmpeuaemocmu cpedu ecex gopm autessix Hesponamuii (10,9%), onucans: omaudumensole KAUKU4ecKue u 31ekmpo-
Heiipomuoepapuueckue xapaxmepucmuxu (DHMI), sozmoxchbie paxmopsi pucka. Bvidenena epynna nayuenmos ¢ cemeiinoim anamnesom pHJIH, cpedu
Komopoil 0bla BbICOKUI NPOUEHIM NAUUEHMOB CO CKPbIMOILl HespanbHoll 3aurmepecogantocmoio. Cemelinblil anamues, peyuousuposanue HJIH u xapakmep
IHMT-uzmenenui no3soaunu 3an0003pump y 3moii epynnsl 60AbHbIX HACAEOCHBEHHYIO HEBPORAMUIO C NPEIPACHOA0JICEHHOCIbIO K NAPAAUHAM OM COA8AeHUs.
Bou nposeden monekynsipro-eenemuyeckuil anaau3 Ha Haruyue xapaxkmeproi deneyuu eena PMP22, komopas He 6viia o0Hapyscera. Boisenenbvie pesyis-
mamot, 0CMAagASs OMKPbIMbIM 80NPOC 00 IMuofo2ul U nhamozernemuueckux mexanusmax pHJIH, cmassm 3adauy onpedenenus eenemuueckoeo degexma,

o0ycaosausaroujeeo cemelinyio gopmy pHIIH.

KmoueBbie cioBa: HEBpOMaTuA JIMLEBOIro HEPBa, pCIUIUBUAPYIOLLIME HEBPOIIATUM, HACJIECACTBCHHAA HEBPOMIATHA C MPEAPACIION0XKEHHOCTbIO K
T1apaanyam OT CIABJICHHUA.

esponatusi guueBoro Hepsa (HJIH) 3anHumaer

BTOPOE MECTO TI0 YaCTOTE CPelr BceX 3abosieBa-

HUll epudepryeckoil HEPBHOI CUCTEMBI (TToCIe

HEeBpUTA CEIANMUIIHOTO HEpBa) U TMEPBOE — CPeIn

MOPaXEHUH YepPeITHBIX HEPBOB, UTO 00YCIOBICHO
OTIpeIeICHHBIMM aHATOMUYECKMMH OCOOCHHOCTSIMH XOfa
yuesoro Hepsa [1, 2, 19, 20]. Penuausupyromas HJIH —
OTCPOYEHHOE IO BPeMEHHU MOpaXeHUEe TOTO Xe WM CUMMET-
PUYHOTO JIMIIEBOTO HepBa. DTO 3a00J1€BaHUE BCET1a MPUBIICKa-
JI0 X ce0e MPUCTaTbHOE BHUMAHNE KIMHUIINCTOB, BO-TIEPBBIX,
13-3a BHICOKOM 4aCTOTHI BCTpeuaeMocT — oT 3 10 17% ot Bcex
cnyvaes HJTH [14, 20, 21], u BO-BTOpBIX, BCAEACTBUE 3HAYM-
TeJIbHOTO YKCJIa OOJIbHBIX C OCTATOUHBIM PE3UIYaTbHBIM U KOC-
METUYECKUM NeheKTaMU.

[MpyumHB ¥ MeXaHWU3Mbl BO3HUKHOBCHHS DPEIUINBOB IO
KoHLA HesicHbI [14, 19, 22]. /o HepaBHEero BpeMeH! 00JIbLIMH-
CTBO aBTOPOB PacCMATPUBAIN PELMANBUPYIOIIUE HEBPOIIATUN
KaK MPOSIBICHNS I'eHepaIN30BaHHOTO HEBPAJIBHOTO Ie(pUIINTA
TIpY pa3IMIHBIX COMATUUECKUX 3a0oeBanmsx |7, 9, 20, 23]. B
ClyJasix, KOTJla BBISIBUTH COMaTHMYECKYIO MAaTOJIOTHIO M COOT-
BETCTBEHHO aCCOLMMPOBATh €€ C PELIMAMBOM HEBPOMNATUU HE
yaBaJIOCh, MOBTOPHBIE 3MM30AbI PACLEHUBAINCH KIMHULIM-
CTaMH Kak TposiBieHne HeaHeKTUBHOCTH MTPOBOIMMON KOH-
cepBatuBHoi Tepanuu [§—10]. [Ipyrue ucciaemnoBarean uckaim
MIPUYKMHY B HacJeayeMbIX AedeKTax ocTeoreHesa, aHOMAaJMsIX
Pa3BUTHS, a TAKXe HACJIEAYeMOil y30CTH KaHaJIoB, TIe MPOX0-
JAT KOMIIpeMUpYeMble HepBHI [2, 6, 8, 23].

C TepBBIX ONMCAHMUI B IUTEpaType 00paIlaaoch BHUMaHNE Ha
OTHOCHUTEJBHO OOJIBIIYIO JOJTI0 CEMEMHBIX CIy4aeB Cpeau
peraMBUpYyomuX HeBpomatuit [8, 19, 20, 21], u Bompoc o
BO3MOXKHO POJIM HACIEACTBEHHOCTH B MX PA3BUTUU MOAHM-
Maiics yxe B 1954 1. [6]. PasButre MONEKYISIPHOI FeHETUKU
TIO3BOJIMJIO COBEPIIEHHO MMO-HOBOMY B3IJISIHYTh Ha BOIIPOC 00
Y4aCTUM HACJIEACTBEHHbBIX (DAKTOPOB B Pa3BUTUM PELMIMBU-
PYIOIIMX TopaxkeHuit nepudepuueckux HepsoB [4, 10, 13].
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CeromHsl yXe N3BeCTCH TeHETHUECKUIT Ie(DEKT, OTBETCTBEHHBII
3a CeMeiHbIe CIy4yau 3arsCTHOrO TYHHEJbHOTO CMHApoMa |5,
11]. PaHee ObLT OTKPHIT MONEKYISPHBIA Ne(DEKT HACIeICTBEH-
HOIl HEBPOIIATHH CO CKJIOHHOCTBIO K TTapajiiyaM OT CIaBJIeHMS
(HHIIC), snpoM KIMHUKU KOTOPOU SIBISIOTCS UIMEHHO PELy-
JUBUpYylole HeBpomaTuu [16]. OmHaKO MOJEKYJISIPHBIIA
MexaHu3M, obOycnosnupatoiuii pHJIH u, B yactHocTH, ux
ceMeliHble (OPMBI, 10 HACTOSILETO BpeMEHM He M3BECTEH.
Bo3MOXHOCTh TIapaJuieIbHOTO, aCHMMITTOMHOTO BOBJICUCHMS
HEpBOB KOHEUHOCTEH Mpu 310l (hopMe paHee He MCCIeaoBa-
J1ach, He perreH 1 Borpoc o pHJIH xak n3011MpoBaHHOM WM
TeHepaTM30BaHHOM HEBPAJIbHOM CTPalaHUN.

Llenbro HacTosIIEH PaOOTHI SIBISLIOCH TIPOBEACHIE KOMILICKC-
HOTO KJIMHMKO-3JICKTPOHEHPOMUOTPahUIECKOr0 U MOJIEKY-
JISIPHO-TeHETUYECKOTo aHaIn3a OOJbHBIX CO CIIOPATUYECKUMU
U CeMEMHBIMU PELMANBUPYIOIINMY HEBPOIIATUSIMU JIMLIEBOTO
HepBa, C OIpeAeeHUEM YacTOTHI BCTPEUAEMOCTH JAHHOMU
HO30JIOTIUECKO (DOPMEBI, e¢ OTIMINTEIbHBIX KITMHUIECKIX 1
ANEKTPOPHU3UOTOTHUECKUX XapaKTEPUCTHK, BOSMOXHBIX (haK-
TOPOB PUCKa M MOJIEKY/IIPHO-TEHETUUECKOTO Ae(heKTa.

ITanuenTbI H METOIBI HCCIENOBAHUS

O1leHKa KIMHIMYECKOM TSKECTH Tape3a JIMIEeBOI MyCKyaTy-
pel  TmpoBoamiach To Kimaccudukammum Rosler [21].
Heiipodusunonornyeckoe uccienoBaHrue BBHIOJTHIIOCH Ha
anektpomuorpade Viking Select (CIHA). OyHKuMOHATEHOE
COCTOSIHME JIMIIEBOTO HEPBa OLECHWBAIOCH 110 M3MEHECHMIO
JIATEHTHOCTH M aMIUTUTYIRl M-0TBeTa ¢ 00eMX CTOPOH IpH
oTBeeHUU ¢ m.orbicularis oculi v m.orbicularis oris. B coort-
BETCTBUU C TOJYYCHHBIMU pe3yJIbTaTaMU MPOTHO3 BOCCTa-
HOBJIEHUS (DYHKIIMHU JTULIEBOTO HEPBa OMPEAesIcs M0 KpUTe-
pusiM, nipeaioxeHHbM Ludin [15]. B xavyecTBe mokasareneit
HOPMBI UCIIONIb30BAaHBI COOCTBECHHBIE PE3YNIBTATHI MCCIIEI0Ba-
HHUS 3I0POBBIX JIMII C MOMPaBKOil Ha Bo3pacT * 2,5¢. Hua
BBISIBJICHUST CKPHITON TeHEepalaM3alMy IaTOJOTUIECKOTO
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HeBPaJbHOTO Mpolecca T0MOJTHUTEIbHO UCCIEA0BATNUCH IBU-
raTeJibHbIe U YYBCTBUTEIbHbIE aKCOHBI CPEAUHHOTO, TOKTEBO-
T0 ¥ MaJo0epIIOBOTO HEPBOB CTAHAAPTHBHIMU METOIAMH CTHU-
myasioHHoit DHMIT ¢ olileHKo# AucTanbHON JaTeHLUH,
aAMIUIMTYAbl U CKOPOCTU PACIpPOCTpaHEHUS! BO30YXIEHMS
[15]. Ocoboe BHMMaHME oOpallajoch Ha TpPOBeACHUE
UMIyJbca B aHATOMMYECKMX MeCTaX, TUIUYHBIX U KOM-
Mpeccuu.

MarepuanoM [IsI MOJEKYISIPHO-TEHETUYECKOTO MCCIenoBa-
HUS Ha ompenencHue nedekra, xapakrepHoro migs HHIIC,
cnyxuna JTHK 6onbHbIX ¢ cemeitnoit pHJITH u ux 0nmxaitimmx
POICTBEHHUKOB. IS ompeneieHusT TUITMIHON IeTeIH pa3-
MepoMm 1,5 MIH map HyKIeoTuaoB B obmactu 17pll1.2-12
UCIIONB30BANICS aHAIU3 aJlIeNiell MUKPOCATEJUIMTHBIX AUHYK-
neorunHbix (CA), mapkepos |3, 16]. Cratucriyeckast 00paboT-
Ka TTOMyYEeHHBIX Pe3yJIbTaTOB IIPOBOIUIACH C UCIIONB30BAHUEM
nporpamMm Microsoft Excel 2000, Statistica 4.3 for Windows.
[TpoLeHTHBIE COOTHOIICHHUS U CPEIHUE BETMUMHEI CpaBHUBA-
JICh C MOMOIIIbIO KpuTepueB > 1 CThIOIEHTa COOTBETCTBEHHO.

Pesyabrathl H 00CYKIeHNE

Hamu oGcnenoBaHbl KIMHUYECKHA U 3JEKTPOMHUOTPAPITIECKI
311 6ompHBIX ¢ HITH pasHoro renesa B Bo3pacte oT 3 10 76 JieT.
VY 34 (10,9%) w3 HUX MMeJCS PELMIAMBUPYIOIIMI XapaKTep
HJIH. Cpennuii Bo3pact manuenTtos ¢ pHJIH obin 24,7+14,4
JIET; TeHIepHOe COOoTHoIlmeHue (M:k) — 1:3; cpemHee 4mcIO
peunanBoB — 2,5+0,7 (oT 2 10 5); cpenHss TSXKECThb napesa —
2,5%1,7 6amna o mxkane Rosler. [To cpaBHEHMIO ¢ He-pelVIN-
Bupytonieil cnopaauueckoit HJIH manuentsr ¢ pHJIH nmenn
Oosiee paHHMIT BO3pacT Ae00Ta, MEHbBIIYIO CTEMEHb TSKECTU
mape3a MUMUYECKOU MYCKyIaTypbl, Oojee nerkue DHMI -
n3MeHeHus (Tabda. 1). B HeBposormueckom craryce y 18 00Jb-
Hbix ¢ pHJIH Ob111 BbISIBAECHBI MPU3HAKU TeHEPATM30BAHHOM
HEBPOJIOTUYECKON CUMIITOMATUKKA B BHIAEC THIOPEICKCHH,
YYaCTKOB TMIIECTE3UH, TMIIOTPOGUM OTACTBHBIX IPYIII MBIIIIIL;
y 2 00JIbHBIX ObLTM 0OHAPYXEHbI PU3HAKHU PES Cavus U Y OTHO-
IO — TUIIOTEIOPH3M.

bosbnbie ¢ pHJIH paspenumich Ha 2 rpynmbl: 1) 20 manueHToB
(59%) 0e3 cemeiiHoro aHamHesa; 2) 14 (41%) maumeHTOB ¢
HaJIMYMEeM CEMEWHOTO aHaMHe3a.

V naumentos ¢ pHJIH 1-ii rpynimnbl BO3MOXHBIMU 3THOJIOTUYE-
ckumu ¢axkropamu pHJIH Obimn: repnetyeckoe mopaxkeHue
— 7 malyMeHToB, caxapHblii quabeT — 2 MalMeHTa, pacCessHHbII
CKJIepo3 — 3 maiMeHTa, XpoHnIeckast BOCTIAIUTE IbHAS IEMUe-
nuHu3upylomasg nonuHeBpornatus (XBIIT) — 3 mamuenTa,
6one3Hb Jlaitma — opuH manueHT. KinnHuko-31exkTpodusno-
JIOTMYECKNE XapaKTepPUCTUKN MAIMEHTOB B 3aBUCUMOCTU OT
BBISIBIEHHON OTHOJOTMU  MpEACTaBACHb B Tabd. 2.

Tabmua 1: CpaBHUTENbHAS  KIMHWUKO-3NeKTPOHEpOMUOrpadyeckast xapakTepu-
CTKa BOMbHbIX C PELMAVBUPYIOLLIEN U He-peLnavBupyloweit HITH.

®opma | Boapacr, |CreneHb napesa,

Gonesun | ropbi** Gannbl* Al,met | %A1 % A2
Mt [#7144] 25509 | 56502 | 614296 | 661 =87
HIH 6e3
peuumveos | 44,9 £ 17,3 28+09 4305 [793+11,1| 77295
(Mo)

Mpumedanme: 1 — pucTanbHas MaTeHTHOCTb, % A1 M % A2 — MPOLIGHT nafieHwst amnAuTybl M-0TBETa ¢ KpyroBoiA
MblLuLbI rna3a (A1) M KpyroBoid Mbllulbl pTa (A2) Mo CpaBHEHMIO ¢ amniuTyoi M-0TBETOB Ha 310POBOM CTOPOHE;
*p<0,05, ** p<0,005 (npu cpaBHeHM rpynin Mexay coGo).
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Tabmauia 2: KnvHuko-anexTpoduMauonoriieckas XapaktepucTika pewmmvBmpyloLLes
HJTH B 38BMCUMOCTH OT 3THONIOMA.

Wpwmonaru- Paccesh- Kpurepwuii
Mpusnaku yeckas Tepnec Hblil Xean Mann-
¢opma cknepo3 Whitney

Knutmnyeckas
TAKECTb Napesa, 3,24+0,74 397095 | 1,75+ 0,57 | 2,26+ 0,35 | p<0,001
banel (M=c)
Avnmwryna, MB
(Mzo)
- m.orbicularis oculi | 1,0£0,23 | 0,56+0,12| 1,6+0,65 | 1,3+0,21 | p<0,01
+ m.orbicularis oris | 1,4+0,28 [ 0,75+023 | 18054 | 1,1 0,50
JIaTeHTHOCTb, MC
(Mc)
- m.orbicularis oculi | 44+14 | 4112 | 49+18 | 5004 | p<0,05
- m.orbicularis oris | 4,1+23 | 3618 | 4612 | 5103

CraTucTryecKU 3HaUuMMast pa3HuLa Oblia MoJTydeHa Mo KIUHU-
YeCKOM CTeTeHH TSKECTH Tape3a M MaJIeHWI0 aMILIATYIbl M-
otBeTa. Haumbonee 3HauuMoe mNafeHUe aMIUIUTYAbI ObUIO Y
oonbHbix pHJIH npu  repmermyeckoM  MOpaxkKeHUMU.
MakcumanbHOe YIJIMHEHWE JIATEeHTHOCTM HAOMI0anoch y
0onbHbIX pHJIH mpu XBJIII.

B rpynne nauuenTos ¢ pHJIH, BHe 3aBUcMMOCTH OT TIpeAro-
JlaraeMoi 3THOJIOTMH, OblTa BBISBICHA 3HAUYMMasi KOppesi-
LU MEXIY aMIUTUTYn0i M-0TBeTa M UMCIIOM PEIMINBOB, a
TaKXe MEXIY CTENEeHbIO MaaeHUs aMIUTUTYIBl M TSKECThIO
nape3a. OIHAKO PETPOCIIEKTUBHBIN KIMHUKO-Heiporpadu-
JeCKM aHaIM3 IMAIeHTOB II0Ka3aj, 4TO OOILECIPUHSTHIC
nporHoctryeckue DHMI -kpuTepun BoccTaHOBIEHUS JIUIIE-
Boro HepBa [12, 15] y nauuenros ¢ pHJIH okazanuch HeuH-
dopmatuBHBIME. Tak, COOTHOINCHWE IMAACHUS aMILTUTYIbI
M-oTBeTa MopakxeHHOI CTOPOHHBI 10 CPABHEHUIO CO 3M0pO-
BOI CTOPOHOI He KOPPEIMPOBAJIO ¢ MCXOIOM BOCCTaHOBIIE-
HHS M COOTBETCTBEHHO HE OTpaXalo TIyOMHBI ITape3a
Mbimbel. DHMI-uccnenoBanue nepudepnyeckux HEpBOB
KoHeuHocTel ¥ 4 (20%) delt. BHISIBUIO PaclpOCTPaHEHHYIO
HEeBPaJIbHYIO ITATOJIOTHIO: 3aMeUICHIE CKOPOCTH IIPOBEACHUS
mno cpeauHHomy (39+4,6 m/c) u ManoOepLOBOMY HepBaM
(32£3,8 M/c), yutmHeHUe TUCTaIbHOM TaTeHTHOCTH (10 30%
OT BO3PACTHOI HOPMBI) ¥ HE3HAUNTEIbHOE MaIcHIE aMILIH-
Tyabl M-otBeToB (H0 20% 0T BoO3pacTHOM HOpMbI). [lpu
UCCJIETOBAHUM MBIIIL JEHEPBALMOHHON AKTMBHOCTH
BbISIBJIEHO He Obl10. DHMI-nokazaTenu ObUIM pacueHEeHbI
KaK TeHepaJn30BaHHAs TMEPBUYHO NeMMETMHU3KPYIONIAs
HEBPOIATHS, BEPOSATHEE BCETO, CBSA3aHHAS C OCHOBHBIM
3a0oeBaHMeM (Y OTHOTO TMAIMEHTa MMeT MECTO CaXapHBIi
nuabet 2 Tuna, y 3 octanbHbix — XBJIIT).

V nauuenToB 2-it rpynnel (pHJIH ¢ Hanuumem cemeiiHoro
aHaMHe3a) MPOBOLMPYIOLIUX (DAaKTOPOB PELMAMBOB, COIMYT-
CTBYIOIIMX 3a00JIcBaHMIT BEISBUTH He yoanoch. Kak BUIHO Ha
puc. 1, B 6 ceMbsix 3a00s1€BaHNe 0OHAPYKMBAIOCh B 3 TIOKOJIE-
HUSIX, B 2 CEMbSIX — B 2 MOKOJIEHHUSX. Y BceX OOJbHBIX Hacle-
JOBaHUE IIJTO TI0 ayTOCOMHO-TOMUHAHTHOMY THITY.

YcranosneHo, utro cemeiinbie ciayyaun pHJIH mnpotexanu
HECKOJIbKO JIerye CIOpPainyecKuX — ¢ MEHbIIEH TSXKeCThio
nape3a 1 YacTOTOM OCTIOXHEHUIA, YTO, CKOpee BCEro, 00yCIoB-
JICHO MEHBIIMM YMCJIOM peluauBoB (Tadid. 3). OmHako mpu
cemeitnbix pHJIH otmevascsa 6onee paHHumii 1e010T 3a00eBa-
HUS U 3HauYnTeIbHOE (6:1) TpeobianaHue KeHIIMH. XapakTep
DHMTI -usmeHeHUil Tpu UcCaefOBaHUN (DYHKIIMOHAIBLHOTO
COCTOSTHUS JIMLIEBOTO HEPBa HE MMeJ OTIMYMTEIbHBIX 0COOEH-
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PELLVIAMBVIDYIOLIJ,VIG HEBPONAaTUK ULIEBOTO HEPBa

Tabmmua 3: KnuHuKo-anekTpodavoNoriyeckas XapakTepucTika 6oNbHbIX C pewwy-

Bupytolieit HITH ¢ Hanuumem 1 663 CeMeiiHOro aHaMHe3a.

puc. 1: PogocnosHble 06ceA0BaHHBIX GOMLHbIX C CEMEIiHOM HEBPONATVII NMLIEBO-
r0 Hepga.
YepHbie CMMBOMI — WNieHbl ceMbi, cTpanatoluye pHITH; cTpenku — npoBaHbl.

HOCTelf 1O CpaBHEHMI0O C TMalMeHTaMu 1-f TpYIIIbL.
[Mposenenue pacumpeHHoro YHMI -uccienoBanus B rpyrre
cemeiinoit pHJIH BoisiBuio y 12 (85%) nauueHTOB reHepaiu-
30BaHHYI0 CEHCOMOTOPHYIO HeBpomaruto. OHa XxapakTepus3o-
BaJIach YUTMHEHUEM JUCTAIBHOM JJATEeHTHOCTU M-0TBETOB (110
35% ot BO3pacTHOI HOPMBI), CHIXKEHUEM CKOPOCTH IIPOBE/IE-
HUS BO30YXIeHus (1Mo cpeIMHHOMY HepBY — 10 42+2,3 M/c, 1o
ManobepiioBoMy HepBy — 110 3014, 1 M/c), maneHreM aMILTUTY-
bl ceHCOpHOro noteHiuana (1o 80% oT Bo3pacTHOI HOPMBI),
OTCYTCTBMEM [EHEPBALIMOHHON aKTMBHOCTH B MBIIILIAX MPU
MpoBeeHUU urospyatoir muorpacduu. Beisinennsie DHMI -
M3MEHCHHUS TIPEAIIOIATaloT AeMUCTMHUZUPYIOMINI THIT TIOpa-
JKEHUS. YUUThIBAs ayTOCOMHO-IOMMHAHTHBIN TUI HAcJen0Ba-
Husl, MoJjogoit Bo3pact, peuuanBsl HJITH, a Takke DHMI -
MIPU3HAKY TeHEpaTM30BaHHON IEeMUETMHAZUPYIOLIEH HEBPO-
MaThM, Mbl TIPEATNOJOXMIN HATUUME Y 3TON KaTeropuu 60Jb-
HBIX HACJIENICTBEHHON HEBPOIMATUY C MPeAPacON0KEeHHOCThIO
K TapammyaM oT chaaBieHus. CemyeT OTMETHUTbh, 9TO Y 3THUX
00JIbHBIX HE ObLIO BBISIBIEHO OJIOKOB MPOBEAEHUS, a 3aMeIe-
HUE CKOPOCTEl pacrnpocTpaHeH!s BO30YXIEHUST COOTBETCTBO-
BaJIO CTCTICHM YMIMHEHUS AUCTATbHON JIATEHTHOCTH, YTO HE
VKIaabIBaJdOCh B OMUcaHHbIA B auteparype DHMI -marrepH
npu HHIIC, npu xoTopoii uMeeTcs [UCColMaIyis MeXIy cTe-
MICHBIO YIUTMHEHMS JIATCHTHOCTH M BETMYMHON ITANeHUS CKO-
poctu npoBeaeHus |3, 17, 18].
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C.C. Kopcakona 1988; 11: 7—10.

CemeliHble peuvpueu- |  Peuuaueupyowme
Mokasarenu pyiowme HJH, HJTH Ge3 cemeiitoro
N=14 (8 cemeit) aHamHe3a, N=20

Mon, M/X 2/12 (1:6%%) 7113 (1:2,5%)
Cpennuii Bospact, net + SD 28,0+7,0% 33,9+ 19,9
CreneHb TAXECTH napannya N "
(Mo}, Ganns 1,67£0,1 1,57£1,0
KonudecTso peuyaueos " "
(Vo) 21404 2507
PeanpyanbHbiii iedexT, % 25+* 58**
Hanwyue acuMITOMHO NOpaxeH- g5+ o+
HbIX epudepuyeckux Hepaos, %
Cpentss amnauTyga M-0Taera,
MB (Vo) 0602 0,704
Cpentsst nateHTHOCTb M-0TBETa, " "
e (o) 47418 5409

Mpumesarme: * = p<0,05, ** = p<0,005 npu cpagHeHM rpynn Mexay coboit.

JNHK-ananu3 Ha Hanuyre HHIIC y paccmatpruBaeMbix 00J1b-
HBIX ¢ cemeiiHo# pHJIH Hu B omHOM ciTydae He BBISIBUI CaMO-
IO YacTOTO MOJEKYIsSPHO-IeHeTUYeCKoro aedekra B BUIE
geneuuu Jokyca 17pll.2. Te. ¢ BepostHocThio 70—80%
(gvactora HHIIC, 00ycioBieHHBIX UIMEHHO JeJelneil JJoKyca
17p11.2) y aTux 60nbHbIX McKmovanoch Hannuue HHIIC.

Hecmotpst Ha otpuuarenbHbiii pesyasrat JIHK-ananuza Ha
HHIIC, o6Hapyxenue y 85% OGombHbIX ¢ cemeitHoit pHJIH
M3MEHEHUII CEHCOMOTOPHOIO IIPOBEACHUSI IO Ooliee UeM
ofiHOMY TepucepryeckoMy HepBy (IIOMMMO JIUIIEBOTO) Mpea-
TI0JIaraeT, uto 3a00JIeBaHUE SIBJISIETCS TPOSIBICHUEM TeHepaTy-
30BAHHOM CEMEWHOM CEHCOMOTOPHOM IIOJIMHEBPOMATUU.
Oc00eHHOCTBIO MOJMHEBPONATUH SIBJISIETCSI TPEUMYILECTBEH-
HOEe ¥ pEelUAMBUpYIOlIee MOpakeHUe JMIEBOr0 HepBa MpH
TOM, 4TO meprdepruuecKrie HepBbl HA MOMEHT OCMOTpa, He3a-
BUCMMO OT YMc/ia peuuanuBoB 1 BpemeHu aedrota HJTH, ctpa-
JaloT cyoknmHuuecku. BosneueHue nepudepriueckux HEpBOB
00HApYKMBAETCS TOJBKO MPU YIIyOJIEHHOM OCMOTpe U TOJ-
TBepkAaeTcss 00BEKTUBHBIM CHUXEHMEM CKOPOCTU IMpOBeIe-
Hug Bo30OyxneHus npu DHMI-uccnenosanuu. Hanuuue
CeMEHOTO aHaMHe3a 3a00JIeBaHMsI CBUIETEILCTBYET O TCHETH -
YecKO! NeTepMUHMPOBAHHOCTH MATOJOTMM, HO TOKa elle He
uneHtuduuuposanHoii. Heodbxomuma ouenka SHMI usmene-
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nebroTa ceMeiiHO TOJMHEBPONATUN C TIPEUMYIIECTBEHHBIM
MOpaXeHWeM JIMILIEBOTO HepBa PELUIMBUPYIOLIETO XapaKTepa.
[TonyyeHHble TaHHBIE CTUMYJIMPYIOT MOUCK TE€HETUYECKOTO
nedexTa, odycaoBnuBaronero cemeitnyo Ggopmy HJIH.
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Recurrent facial nerve neuropathies: clinical, electrophysiological and molecular analysis
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Research Center of Neurology, Russian Academy of Medical Sciences;
Institute of General Pathology and Pathophysiology, Russian Academy of Medical Sciences (Moscow);
Central military hospital Ne 5, Ministry of Defense of Russian Federation (Krasnogorsk)

Key words: facial neuropathy, recurrent neuropathies, hereditary neuropathy with liability to pressure palsies.

We present results of clinical and electrophysological analysis of
34 patients with recurrent facial neuropathy (rFN). Its frequen-
cy (10.9%) among all forms of facial neuropathies was deter-
mined, and clinical and EMG characteristics, as well as possible
risk factors, were described. A separate group of familial rFN was
identified, and these patients exhibited high percentage of sub-
clinical peripheral nerve involvement. Positive family history,

presence of relapses and electroneurographic features allowed to
suspect hereditary neuropathy with liability to pressure palsy in
these patients. However, molecular analysis of the PMP22 gene
failed to reveal a typical gene deletion. These results leave open
the question about etiology and pathophysiologic mechanisms
of rFN and warrant further studies of genetic defect underlying
a familial form of rFN.
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