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Pe3rome: Hayunviii 0630p aopecosarn npakmukyIiOWumM He8poa02aM U OCHOBAH HA
ananuze aUmepamypHbvix OAHHBIX U COOCMBEHHO20 KIUHUKO-INUOEMUOTIO2ULECKO20
(1000 npeocmasumeneti nonyrayuu) u KiuHuvecko2o ucciedosanus 90 ciyuaes Ha-
CIeOCMBEHHBIX HeBPONAMULl €O CKIOHHOCHMbIO K NApamuyam om cOaeleHus
(HHCIIC). Ilpusedenvt 0CHOGHble Xapakmepucmuku 3a001e8anusi — CUHOHUMDL,
9MUOI02UL, NAMO2eHe3, NAMOMOPhON02Usl, CaHO2eHe3, 0CODEHHOCU 08USAMEIbHBIX,
YYBCMBUMENbHBIX U 8e2emamusHulx paccmpoticms. lloouepkugaemcs 3Hauenue
9NeKMPOHeUpoMuUocpapuy, Komopas no3e0Jisiem Gbla8UMb CHUNCEHUE CKOPOCMU
NPOBeOeHUsl UMNYIbCA U Y8eudeHUe pe3udyaibHol IameHmHoCmu 80 6cex nepudge-
PUYECKUX Hepeax DO0IbHO20 U e20 300p08blx pOOCmMEeHHUKo8. [lpuseden opucunaib-
HbIl OUACHOCMUYeCKULl aneopumm. H3nooicenvt Memoowl fieyeHus, peabuiumayuu u
nPOhUIAKMUKU.

Knroueevle cnoea: metipocenemura, HAC1e0CMBEHHAs HEBPONAMUS CO CKIOHHO-

Cmbio K napajiudam om cOae61eHus.

HacnencrBeHHass HeBpomaTHs CO CKJIOHHOCTBIO K TapajiudaM OT CIaBJICHUS
(HHCIIC) npencraBisier co0oil ayTOCOMHO-IOMHMHAHTHOE 3a00JIEBaHUE HEPBHOU
CUCTEMBI, XapaKTepHU3yIOIIeecss pPa3BUTUEM PEIUAUBUPYIOMIUX JAEMHUEIUHU3UPYIO-
IIMX MOHOHEBPOMATHH, OO0YCIIOBJICHHBIX MOBBINIEHHON YyBCTBUTEIHLHOCTBIO TEPH-
dbepuueckux HepBoB K cnaBienuto (Hereditary neuropathy with liability to pressure

palsies) [3, 12, 13,17, 18, 19, 31].



i 0603HaueHUs ATONH HO30JIOTUYECKON (POPMBI UCTIONIB3YIOTCS MHOTOYHCIICHHBIC
CMHOHUMBI. Cpeln HUX - «HACJIEICTBEHHbIE MOHOHEHPOIMATHNY, «HACIEICTBEHHBIC
KOMIIPECCUOHHBIE HEUPOINaTUn», «CeMeWHas peLUAUBUPYIOIIas MOJIUTONUYECcKas
HEHpOIaThs», «HACJIEICTBEHHAs IOJIUTONNYECKAs] KOMIIPECCUOHHO—MIIEMUYECKAs
HEHpomaTus», «CceMeiHasi HECOCTOSITEIbHOCTh Nepu(epruyeckux HEPBOBY», «CEMEi-
Hasi PaHUMOCThH MepUPEPHUUECKUX HEPBOBY, «HACIEICTBEHHO-CEMEHHBI MHOMXKECT-
BEHHBII MOHOHEBPHT)», «BO3BpaTHas mnepudepuyeckas HEHPONATUS», «PEIHIUBH-
pyromiasi HeWponaTtusi YyBCTBUTENbHAas K CHABICHUIO», «TOMAaKyJisipHas Heipona-
TUS», KHEUpONATHUs MPU BPOXKICHHON PAHUMOCTH NEpUPEPUUECKUX HEPBOBY, «I1apa-
U4 COOPIIMKOB KapTodess», «mapajiny Komareined JyKOBUL», «Iapajudu cyo0oT-
Hero aus» u ap. [1, 4, 5,9, 14-16, 20-26, 29, 32].

OT0 3a005ieBaHNE, HEPEIKOE B KIMHUYECKOM M OCOOCHHO B aMOyJIaTOPHOM Ipak-
THKE, JOJITOE BPEMS OCTABAJIIOCh BHE BHUMAHUS MCCIEIOBATENEH U pacCMaTpUBaIOCh
KaK YaCTHBIM ciydyail nepupepruuecKkux napaindeil pasHoro reuesa. Mexy TeMm elne
B koHIle 19-ro Beka I'. OnmenreiiM B pyKOBOJICTBE IO HEPBHBIM OOJIE3HSM YKa3bIBall,
YTO BO MHOTMX CJIy4asiX U30JIMPOBAHHOTO Mape3a JyYyeBOI'0 HEpBa MMEIOT 3HAUCHUE
TaKkue MeXaHu4eckue (hakTopbl, KOTOpbIE HE MOIJIA ObI BBI3BAaTh Mape3 MpU OTCYTCT-
BUM BPOXKJICHHOUM IMOBBIIEHHONW paHUMOCTH mnepudepudeckux HepBoB [5, 28]. C.H.
JaBunenkos [1, 2], otMeuast HacJIeICTBEHHOE IPOUCXO0KIEHNUE MOBBIIIEHHON YyBCT-
BUTEJIBHOCTH Nepru(epruuecKuX HEPBOB KO BCAKOIO pojila MEJIKUM TpaBMaM M KOM-
IPEMUPYIOLIMM BO3JIEUCTBUM, YKa3bIBal Ha HEJOCTATOYHYIO U3YYEHHOCTh MpooIie-
MBI U €€ aKTyaJbHOCTb. B mocnenyromme roasl Mbl HE HAXOAUM B JIUTEPATYPE Jallb-
HeHme pa3paboTKU JTaHHOTO BOIPOCA, U MPAKTHUECKHE Bpadd JI0 CUX MOp Majo
3HAKOMBI C ATOM HO30JIOTMYECKOi (hOpMON HACIEACTBEHHON MaToJIOruu nepudepu-
YeCKOM HepBHOU cucTeMbl. Mmeromuecs myOnukanuy coiepkKaT ONMucaHue Ka3yu-
CTUYECKHUX CIy4aeB KOMIIPECCHOHHBIX PELUIUBUPYIONIUX MEepUPEPUUECKUX Mapaiu-
Yeil MOHO - M MOJIMHEBPONATUYECKOTO THUIIA C HAKOIUIEHUEM IMOBTOPHBIX CIIy4YacB B
cembsx [9, 10, 11, 14-17, 24, 26 u np.]. MHorue aBTOpHI YKa3blBAJIM HA HEACHOCTD
stnonornn HHCIIC u nmoaBeprajii COMHEHMIO MX HO30JOTHYECKYH) CaMOCTOSITENb-

HOCTb. XOTS KIWMHUKO-TCHEAJTOTMYSCKUM aHaJIu3 MO3BOJISI KOHCTAaTUpOBAThL ayTO-



COMHO-JIOMMUHAHTHBIM THUIT HACJIEIOBAHUS C HEIOJHOW MEHETPAHTHOCTBIO U PA3HOU
AKCIPECCUBHOCTHIO MATOJIOTMUECKOro TeHoTura. B Hacrosiiee BpeMsi 0OHapy»KEHO,
yTo MonekysipHoi ocHoBor HHCIIC sABnsieTcs noBpexAeHUE I'eHa, PacoI0KEHHO-
ro Ha xpomocome 17pl11.2-12 u konupyromero cuute3 Oenka 22 nepudeprudeckoro
muenuna (PMP22) [3, 10, 12, 18, 19, 27, 31]. YcraHOBIIEH B XapaKTep MyTallMOH-
HBIX U3MEHEHHUU — JIeJIeIMY U TOYEUHbIE MyTallid. DTO MPUBOAUT K CHUKEHUIO JKC-
IIPECCHH TeHA B TKAHW MHUEIMHOBOW 000JOYKH HEPBOB, a TAK)KE K HAPYIICHUIO CHH-
Te3a U (W) PYHKIIUKU COOTBETCTBYIOIETO OEJKa.

[TatromopdonorndeckuM CcyOCTpaTOM TOBBIMICHHONW YYBCTBUTEIBHOCTU Tepude-
PUYECKUX HEPBOB K BO3JCHCTBUIO 3K30I€HHBIX BPEIHOCTEH (KOMIPEMHPYIOIIUX U
UIIEMU3UPYIOUINX), BUJUMO, SIBJISIOTCS OOHApy>KEHHblE B OMOINCHUMHOM Marepuale
U3 KOXXHBIX HEPBOB (OOBIYHO n. suralis) aHOMaJIMK CTPOCHUSI MUETUHOBOW 000JIOUKH
(B3yTHS, yTOMIIEHUS, POPMUPOBAHUE TaK HA3bIBAEMBIX TOMAKYJI, MHOTOCJIOHHOCTb,
YBEIIMUEHUE JTMaMETpa OTIAECIbHBIX BOJIOKOHEI] W JIPyTHe MU3MEHEHUS), a TaKXKe HC-
TOHUYEHHUE OTACIbHBIX BOJOKOH B CBSI3M C CErMEHTapHOUN aeMuenuuuzanueit [11, 14,
15, 16, 20, 23, 25]. bonpliie MUETUHU3UPOBAHHBIE BOJIOKHA OJIEThl YIUIOTHEHHOW
aKCOILIa3MO#, OTMEYAETCsl pacIlleIUICHHEe U HallokeHue muenuHa. [Ipu 3tom Ha mo-
IIEPEYHOM pPa3pe3€ HEKOTOPHIE BOJOKHA KaXKyTCsl MOJIHOCTBIO 3alOJHEHHBIMH MUE-
JIMHOM, OTCYTCTBYET TUIIMYHOE PACIOJIOKEHUE €T0 B BHUJIE «ITYKOBHUYHBIX TOJOBOK.
XapaktepHbl KosieOaHus KanuOpa OTHETbHBIX BOJOKOH. CBOOOMHBIE MPOCTPAHCTBA
3aII0JIHEHBI HHTEHCUBHO PAa3MHOXKAKOLIENUCS KOJIJIAr€HOBOW COEIMHUTEIIBHOU TKAHBIO.
BoisiBJIeHHBIE M3MEHEHHUSI MO3BOJISIIOT TOBOPUTH O CMEIIAHHOM THUIIE HEBPOMATHUHU.
IIpy 5TOM KOMIOHEHTBHI AKCOHAJIIBHOW JEre€Hepanuuy MOSBISIOTCSA TOJBKO IMOCJE THh-
0eJI1 MUEJIMHOBBIX CTPYKTYp. AHAJOTMYHbIC U3MEHEHUSI OOHAPYKUBAJIHU U Y 3A0PO-
BBIX POJICTBEHHHUKOB MpoOanmoB. Ciaeayer 3aMeTUTh, 9TO YKa3aHHbBIE MaToMopQoIio-
ruyecKkre M3MeHeHus He sBisitoTcss adcomoTHo cnerubuynabivu 1iis HHCIIC. Onn
BCTPEUAIOTCS, XOTS U PEKE M MEHEE BBIPAXKEHBI, IPU JPYTUX HACIEICTBEHHBIX MO-
TOPHO-CEHCOPHBIX HEUPOMATHIX U HACTEACTBEHHOW HEBPAITHIECKON aMHUOTPOPUH.

[Tatorene3 nape3oB u napanuueit npu HHCIIC - npexopsiiiee HapyleHUe TpoBo-

JUMOCTH IIO HepI/I(];)epI/I‘-IeCKI/IM HCPBHBIM BOJIOKHAM I10J BJIMUSHHCM HHaHCKBaTHOﬁ



KoMmrpeccuu. Hanmnune HOpManbHBIX BOJIOKOH CPEJId BOJIOKOH C U3MEHEHHOW MUEIH-
HOBOM 000710YKON OOBACHSET (PaKT BHI3AOPOBICHUS WU MOYTH MOJHOTO BOCCTAHOB-
JICHUS JIBUTATEJIbHOW (PYyHKIMH (CAaHOTEHE3), a TaKKEe CHUKEHUE CKOPOCTU MPOBEJIe-
HUS TI0 MHOTUM HEpBaM, XOTs UX (PYHKIUS U HE HApYyIIEHA.

KomnektuBom coTpyaHuKoB Kadeapbl HeBpojorun HOBOKY3HEIIKOTO rocyaapct-
BEHHOTO MHCTUTYTa YCOBEPIICHCTBOBAHMS Bpayeil BIIEPBbIC MPOBEICHO KIMHHUKO-
SMUJIEMHUOJIOTHYECKOE HccieaoBanue ais ycranoienus: yactorsl HHCIIC y nace-
JIEHUU U BBIABJICHUS KJIMHUYECKUX BapuaHToB Oone3nu [6]. B 34,1+1,5% cnydaeB
MIPEICTaBUTENICH TOMYJISIIMN ObUTH OTMEUCHBI KIIMHUYECKUE MPU3HAKU TTOBBITICHHOM
YyBCTBUTEJIBHOCTU TMEpUPEPUUECKUX HEPBOB K CHABICHUIO. AHAIW3 TMOJYYEHHBIX
MPpU KIIMHUKO-3TUIEMHUOJIOTUYECKOM UCCIIEAOBAHUU JIAHHBIX MO3BOJIUII KOHCTATUPO-
BaTh HaJlMyue TpeX BapuaHTOB KinHU4eckux nposieiennii HHCIIC B nomynsiuuu. 1.
Knunnuecku manudectaole GopMbl MOHOHEBpPONATHI M TJIEKCONATHH, TO €CTh pe-
[UUBUPYIOIIHE TTepUPEepUICCKUe Mapaaudy ¢ XapaKTepHOW KIMHUKOW, pa3BUBAIO-
uecs noj BIusHUEM HHaAekBaTHOM kommpeccuu (0,4+0,2%). 2. deHOMEH «OTié-
KUBAHUSI — OTCHXKMBAHUS) — AIU30/Ibl KPATKOBPEMEHHBIX HAPYIICHUN YyBCTBUTEIb-
HOCTH T0JI BIUSHUEM CTaTUYECKUX HAarpy30K M MHAJIEKBATHOW KOMIIPECCHH — XapaK-
TEPU3YIOTCS OUIYIICHUSMUA BBIPAKEHHOTO OHEMEHMS, OTEPIUIOCTH, OIEPEBEHEHMS,
MOJI3aHMsI MypalleK, KOTOpble, TEM HE MEHEE, HEe JUIIAIOT CIIOCOOHOCTH JIBUTAThCS
(31,2£1,5%). 3. Onuzoabl KpaTKOBPEMEHHBIX NapajiMueil — yTpaTra B TE€UEHUE He-
CKOJIbKUX CEKyHJ (MHUHYT) JABUXXEHUW B TOM WJIM WHOM JIBUTATEIHLHOM CETMEHTE,
nojABepriueMcs: nHajaekBatHo kommnpeccuu (12,1+£1,0%). Dnuzoasl mapanuyen Tak-
e COMPOBOXKAAIOTCS napecre3usiMu. [lapecte3un npu oboux peHoMeHaxX MPOXOASIT
MOCJIe paCTUPAHUsI OHEMEBIIIEH YacTH TeJa, IEPEMEHE MOJOKEHUSI U aKTUBHBIX JIBU-
XKEHUM (Iocie uX BOCCTAHOBJIEHUS). BoccTaHOBIIEHHE UyBCTBUTEIBHOCTU HE COMPO-
BOK/IA€TCSI TOW HMHTEHCHUBHOM OOJIBIO, KOTOpash XapakTepHa AJii BOCCTAHOBJICHUS
KpOBOOOpAIeHHsI TIOocTie UileMuu. Bo3neiicTBre, MPUBOASAIIECE K PA3BUTHIO OMHCAH-
HOTO ()eHOMEHA, HEBBIPAXKEHHOE W OOBIYHO MPHUBBIYHOE. DMU30JMYECKUE UYBCTBH-
TeJIbHbIC W JBUTATEJIbHBIC PACCTPOMCTBA Yallle BCETO JIOKAIU3YIOTCS BO BCEM HOre

(72,7+4,1%). Yacrota apyrux Jokanuzaumii: Bca pyka — 27,3+4,1%; xucte —



18,243,5%; croma — 13,243,1%; coueraHue JOKalIM3alUil B pa3HbIX AMU30/IaX —
31,4+4,2%.

Mp1 Ha0II01a7TK B YCIIOBUSIX HEBPOJOTMYECKOTo cTaroHapa 90 G0JbHBIX C MaHU-
dectapiMu niposiBiienusimu HHCIIC. Tlpu ananuze >Tux HaOmrofeHUi ObLIM ycTa-
HOBJICHbI OCHOBHBIE€ XapaKTEPUCTUKHU U YacToTa oTaeNabHbIX nposisiienuid HHCIIC. ¥
MIOJIABIIFONIETO OOJIBITMHCTBA OONMBHBIX ¢ MaHupecTHOU dopmoit (82,2+4,0%) mapa-
JIMY Pa3BUBAETCS TMOCIE BO3JCHCTBUS PA3INYHBIX KOMIPEMHUPYIONUX (PaKToOpoB, KO-
TOpbIE OJHAKO HE BBI3BIBAIOT Mapajinya y Jiuil 0e3 BPOXKIACHHOW paHUMOCTH nepude-
pUYECKUX HEPBOB (MHAJAECKBATHAs KOMIIpeccusi). Y MOJOBHHBI O0IBHBIX (45,6+5,2%)
napajiid BO3HUK Mociie cHa. JIumb yacTh UX OTMEYaiu, YTO CHalIM B HEJIOBKOH 1Mo3e
WM Ha HEyJAO0OHOM M xecTkoi mocrenu. B 2,2+1,4% ciyyaeB y OOJIbHBIX HaKaHyHE
ObUTM TICUXOTpaBMupyomue curyauuu; 4,4+2,1% — BedepoMm MWIM CIUPTHHIE Ha-
MUTKU, HO B IPUBBIYHBIX JJIs1 ce0sl KOJIMYecTBax. Pa3nnuyHoro poja craTuyeckue win
JTUHAMHUYECKHE HArpy3Ku, KOTOPbIE MPEIIISCTBOBAIM PA3BUTHUIO Napainya, ObLIN OIl-
penenensl B 35,6+5,1% cnyuyaeB. OTU Harpy3Kyd HE IMPEBBIIAIN 0 UHTEHCUBHOCTHU
BO3JICUCTBUS, MPUBBIYHBIE JJII OOJBIIMHCTBA Jtoaei. Tak, BhIHYXKJICHHAs M03a Xa-
paKTepHU30Baliach, Kak CHICHUE Ha KOPTOUYKAaX, JIe)KaHHE Ha OMEPALMOHHOM CTOJIE,
CUZCHHE B T03€ «HOra Ha HOry». llpu mepeHocke MPUBBIUHBIX TKECTEH TaKKe
HMEJICS AJIEMEHT CTaTUYECKOr0 HAMPSIKEHUS: YIEPKUBAHUE U TIEPEHOCKA IPEAMETOB
Ha BBITSIHYTBIX pyKax, MOJJACPKUBAHHE MEIIKa ¢ KaprodereM B MamuHe U T.m. B
8,9£3,0% ciyuaeB mapainy pa3BWICS MOCIE CHATHUS THIICA, KOTOPHIA HE OBLIT CIUIII-
KOM TYI'O HaJIOXKEH, WM OCJIE CHATHUSA KryTa nociie onepauuu. B 15,2+3.7% cnyya-
€B IIPOBOLIUPYIOUINH (AKTOP YCTAHOBUTH HE yAAJIOCh.

Knunnueckue nposinenus HHCIIC neGroTupytoT B IIMPOKUX BO3PACTHBIX MpeJie-
nax: ot 10 o 68 ner. CpenHuii Bo3pacT aedroTa 11l MaHU(GECTHBIX (OPM COCTaBIIS-
et 38,5+14,5 ner (nns myxuuH — 36,5+13,5, s xenmmH — 43,6+14,7 ner). Urax,
MY>KYHHBI 3a00JI€BaIOT paHbIlle, YeM >KeHIMUHBI. CpeaHuii Bo3pacT Ae0r0Ta SMU3010B
JIBUTaTEJIbHBIX M YYBCTBHUTEJbHBIX HapylieHuil cocrasisieT 30,2+3,1 ner, To ecTh
OHU BO3HHUKAIOT B CpeIHEM Ha 8,3 JeT paHblie. ITOT pa3pblB HECKOIBKO KOpOYE Y

XeHIMH (6,6+1,3 ner), ueM y myxuuH (8,6+2,2 ner). AHanu3 pacnpeaeneHus 00Jb-



Heix HHCIIC B 3aBucuMoOcTH OT BO3pacta AeOrTa CBUAETEIBCTBYET O TOM, YTO
«xputnyeckuit Bo3pact» nedrora HHCIIC umeer nBa nuka: B mepuoasl 20 — 29 u 40
— 49 ner.

Octpoe Hauasno 3a0onieBanus oOHapyxkeHO B 63,9+5,1% cnydaeB, momoctpoe (B
TEUEHUE OJHOTO — JABYX JHEH) — B 36,1+5,1%. PerpenuentHoe TeueHue, 3aBEpIInB-
nieecss KIMHUYECKAM BBI3JOPOBIICHHEM, UMeeT MecTO B 37,9+5,1 ciyuaes; perpenu-
CHTHOE C MCXOJIOM B OTHOCHUTEIBHYIO CTaOmiam3amuio — 25,3+4,6; XpOoHHUECKOE —
28,7+4,8, peuugusupytouee - 24,4+4,6%. [Ipu nmoBTOpeHUU SMU30/I0B Napaanyen
MOpaXKaroTCsa T€ e HEpBBI B 76,2+9,3% cnydaeB cpenu OOJIBHBIX C PELUIUBUPYIO-
MM TeuyeHueMm, a B 66,7+10,3% ciydaeB U3 HUX, KPOME TOTO, BOBJIEKAIOTCS U JPY-
rue HEpBBl. B COOTBETCTBUU C KPUTEPUSIMU OIICHKH CTETICHU BHIPAXKCHHOCTH KJIMHU-
YECKUX TPOSBICHUN IO HAPYUIEHUIO MpucrnocooutenbHoi aktuBHOCTH (I1A) [7],
cpeau HaOMIOJABIIUXCS HaMU OOJBHBIX, 2-1 CTETNEHb ObLTa ompeneneHa B 18,3+4,9:
3-s1 —26,7£5,7; 4-1 — 55,0+6,4%. CnenoBatenbHo, IpeoOaaganu OOJbHBIE C TIKEIOU
CTENEHbIO BHIPAKEHHOCTU KIIMHUYECKUX MPOSIBIICHUIA.

Yaiie Bcero nmapajiny pa3BUBaeTCsl B MbIIIIAX, MHHEPBUPYEMBIX JTyUYE€BbIM HEPBOM
— B 42,2+5,2% cny4aeB. B 21,1+4,3% ciiyyaeB KOMIpeMHUPYETCs TIJICUEBOE CILIETE-
Hue, a B 15,6+3,7% — nokreBoii HepB. [lapanuy 00ycioBiieH koMIpeccue manooep-
IIOBOTO HepBa B 25,6+4,6% cirydaeB. CpeauHHBIN 1 00IbIIeOEPIIOBBIA HEPBHI CTPa-
JAIOT peIKo — cooTBEeTCTBeHHO B 2,4+2,1 u 1,1+1,0%. B 5,6+2,2% ciiyuaeB umeer
MECTO MOJUTONMUYECKAsT MOHOHEBPOIATHUS C TTOPAKEHUEM OTJEIbHBIX HEPBOB PYK U
HOT' OJIHOBpeMEHHO. Jly4eBoi HEpB CIaBIMBAETCS B 00JIACTH BEpXHEW TPETHU ILIeya,
BEPXHEW TPETU MpEIIUICUbsi, HUKHEH TPETU MPEAIuieubss U KUCTHU. JIOKTEBOW HEpB
KOMIIPEMHUPYETCSI C OJIMHAKOBOM 4acTOTOM B 00JIaCTHU JIOKTEBOTO CyCTaBa, 3aIsCThs,
Npearyieybs U Mieda, CPeIMHHBIN — B 00JIaCTH HWKHEH TPETH MPEeAIuieubs WIH TIjIe-
ya. [Tapayum meyeBOro CIUIETEHUS PAa3BUBAIOTCS MPU BO3ICUCTBUU KOMIIPEMHU-
pyroriero ¢akrtopa Ha MOAMBIIICYHYIO O0JacTh, HAl- WU MOJKIIOUYNYHYIO SIMKY.
Cnapnenue Majao0epiioBOoro M OOIBIIICOSPIIOBOTO HEPBOB IPOMCXOJUT HAa yPOBHE

BEPXHEU TPETH T'OJIE€HH, B MOJKOJIECHHOU sIMKE, B 00JIaCTH TOJIEHOCTOITHOTO CYCTaBa.



Cemuonorus HHCIIC xapaktepu3yeTcsi, NpeIe BCEro, JBUIaTeIbHBIMU Hapy-
HIEHUSMH B BUJE Napajlvya WIM Iape3a B MbIIIaxX, HHHEPBUPYEMBIX KOMIIPEMHUPO-
BaHHBIM HepBOM. Cuiia mapeTU4HbIX MBI cHUXKaeTcs 10 0 — 4-x 6amnos. [Ipu sTom
CTPAJar0T HE BCE MBIIIIBI COOTBETCTBYIOLIETO MHOTOMA, & B OCHOBHOM T€, aBTOHOM-
HYIO0 HHHEPBALIMIO KOTOPBIX OCYILIECTBIISIET KOMIIPEMUPOBAHHBIN HEPB.

Y 1monmoBUHBI OOJBHBIX BBISBISCTCS HAPYIICHHE TPOPUKH MAPETUIHBIX MBIIIIIL,
yaiie B BUJE TMIOTOHHHM M MAJIBIATOPHO OMPENENIIEMOr0 CHUXEHHUS Typropa, 4em
atpodun win runotTpoPuu. CuOPUIUIIPHBIX WIH (HACHUKYIISAPHBIX TOJEPTUBAHUIN HE
HaOmonaercs. CyxoxuiabHble pe(eKChl CHUXKEHbBI WIIM HE BBI3BIBAKOTCS JIMILb Y TO-
joBuHbI (50,0£5,3%) 60abHBIX. ITO MOXKET OBITH OOBICHEHO TEM, UTO HE BCE Iape-
TUYHBIE MBIl OTBETCTBEHHBI 32 KaKO-In00 n3 ucciaeayeMoix pediexcoB. Kpome
toro, B 18,9+4,1% ciaydaeB MOXXET ONpenenaThCsl CHIKCHUE M IPYTUX pe]IIeKcos,
o0ecIeynBaeMbIX HEMOPAKEHHBIMU MBIIIIAMH, B TOM YHWCJIE B JPYrMX pErhoHax.
O1oT (pakt MoxkeT HalWTh oObiacHeHue B ToMm, uyto npu HHCIIC nedexr muenunna
MMEETCSl HE TOJIbKO B T€X HEpPBaX, KOTOPbIE KOMIIPEMHUPOBAHbI BO BPEMS JTAHHOTO
AMU304a, HO M B JPYrux. OTO MPEANOJOKEHHE MOATBEPKIAETCS PE3yJbTaTaMU
OHMI -uccnenoBanus, KOTOPOE 3apErUCTPUPOBAIO CHUIKEHUE CKOPOCTH MTPOBEACHUS
umiyibsca (CITN) u noBeimenue pesuayanbHoi tateHTHOCTH (PJI) B HemopakeHHBIX
HEpBax.

VY 3naunrtensHol yactu 0onbHBIX ¢ HHCIIC ogHOBpeMEHHO C pa3BUTHEM Mapaliv-
ya HaOII0JIal0TCsl YyBCTBUTENbHBIE paccTpoiicTBa (76.9+4,4%), KOoTOpbIE TPOSIBIS-
torcst 6omsivu (27,8+4,7%) nm napecresusimu (51,1+£5,3%) B HawanmbHOU (haze pas-
BUTHS Tapanuya. Kak mpaBuio, OHM COYETAIOTCA JAPYr ¢ ApyroM. boiaum He HOCAT
HEBPAJITMYECKOI0 XapakTepa. ITO CTATMBAIONIME, HOIIIKE, MO3XKAIIUE, Krydyne 00-
JM, JUIUTENBHOCTh KOTOPBIX COCTABJSIET OT HECKOJIBKHUX MHUHYT 110 JBYX MECSIIEB.
[TapecTe3uun MpOSIBISAIOTCS OLIYIICHUSIMUA OHEMEHHMS, TOIIMIbIBAHUSA, «HAJIUTON» ro-
JICHU, CTYIHU, KUCTH, MIpEAIUIeubsi, BCed PyKu Wik HOru. [Ipu neneHanpaBieHHOM
paccmpoce B aHaAMHE3€ Yy 3HAYMTENbHON 4acTH OOJBHBIX ¢ MaHU(ECTHOU (GopMoit
HHCIIC (58,946,4%) nabmtonanuch (heHOMEHBI «OTCHXKUBAHUSD) U «OTICKUBAHUS

KOHEYHOCTEW WIIM IPYTUX YaCTEH Tena.



B 13,4+2,7% cny4yaeB 0TMEUarOTCs OOBEKTUBHbBIC BET€TATUBHBIC HAPYILICHUS B CO-
OTBETCTBYIOLIUX TKAHAX. DTO - BIAXKHOCTh, IUAHO3, TUIIOTEPMHUSI, OTEYHOCTh KOXKH U
MOJKOXHOM KJIETYATKH, a TaK)Ke 00JIE3HEHHOCTh MapETUYHBIX MBIIII] U OKPYKAIOITUX
MX TTOKPOBHBIX TKaHEH Mpu nanenanuu (B 5,6£2,3%). Kpome toro, B 13,3+3,5% ciuy-
yaeB 00JI€3HEHHOCTh TKaHEW MPH MaJiblIalluM BBISBISAETCA B MecTe Komrpeccuu. Ta-
KM 00pa3oM, CEHCOPHO-JIbIMUECKUE MPOSIBJICHUS XapaKTEPHbI JJISI 3HAYUTEIbHON
yactu obciienoBaHHbIM HamMu 00sbHBIX ¢ HHCIIC, HO OHM HOCST HE HEBpaJbHBIU, a
BETeTaTUBHO-COCY/IUCTHIA XapakTep. ITO CBUACTEILCTBYET 00 y4acTHUU HIIEMUYE-
CKOr0 KOMIIOHEHTa B MATOT€He3€ 3a00JIeBaHus, YTO CIIEIYeT YYUTHIBATh MPU Ha3Ha-
YEHUU JICYEHUS.

Baxubsim merogom auarHoctuku HHCIIC siBnsiercst anexktpomuorpadus ¢ uccie-
JIOBAaHUEM CKOPOCTH MPOBEJICHUS HUMIyJIbCca U PE3UAYyaJbHOW JATEHTHOCTH. Jlis
HHCIIC xapakTtepHO CHMXEHHE CKOPOCTHU TpoBeaeHusa umnynibca (CIIN) He Toiabko
0 KOMIIPEMUPOBAHHBIM, HO ¥ IO MHTAKTHBIM HEpBaM y OOJIbHBIX, a TAKXKE U IO Tie-
pudepudeckuM HEpBaM y 3J0POBBIX POACTBEHHUKOB 1-ii kareropuu. CHUXKEHUE
CIIA mo koMnpeMUpOBaHHOMY HEPBY HauOOJee BHIPAKEHO B IUCTAIBHBIX OTAEIAX U
HE3HAYUTENbHOE B NMpoKcUManbHbIX. [lo HammM ganubeM, BennunHa CIIM mo kowm-
IPEMUPOBAHHOMY HEPBY BapbUpoOBajia B mpejenax oT 32 g0 46 MuuiMcekyH[ (Mc),
pu HOpMaTbHBIX BenmmunHax 50 — 60 mc. Hanbonee BrIpakeHHBIM OBLIO CHIDKCHHE
CIIN no nyyeBoMy HEpBY. BTopoe mMecTo 3aHMMall CpEUHHBINA HEPB, a JAaJIe€ COOT-
BETCTBEHHO — Majio0epIIoBbIi, OoJbiieOepiioBbiii U JToKkTeBO. CHmxenue CIIU mo
WHTAaKTHBIM HEpBaM OBUIO MEHEe BBIPAKEHO, YeM IO KOMIIPEMHUPOBAHHOMY HEPBY.
OOBIYHBIM OBLIIO TaKXKe MOBBIIICHUE PE3UyaIbHON JJTATEHTHOCTH B npezenax 3,1 — 6
Mc (ipu HOpME — 3 MC).

[Ipn Hanuuuu y GOJIBHOTO MPU3HAKOB MOHOHEBPOMATHH WJIM TUIEKCOMATUH PEKO-
MEHJIOBaH CJEAYIOIUNA TUAarHOCTUYECKHUM anroputm [8], mo3Bosstonuil Bepuduiim-
poBate HHCIIC: 1) akTHBHBII paccnpoc 0 HATMYUU B aHAMHE3€ AIU300B MPEXOs-
X Mapajuyeld WU YyBCTBUTEIbHBIX PACCTPOMCTB MOJI BIUSIHUEM HHAJIECKBATHOM
KOMIIPECCHUU; 2) BBISBJICHUE U aHAJIU3 IPOBOIUPYIONIUX (haKTOPOB U CUTYyaIluH, B KO-

TOPOM pa3BWiICs napayiny; 3) cOOp ceMeitHOro aHaMHesa U, [0 BO3MOYKHOCTH, 00cie-



JIOBaHHE KPOBHBIX POJCTBEHHUKOB, B TOM uucie ¢ npoBeieHuem DHMI'; 4) npu
00BEKTUBHOM HCCIIEIOBAaHUM - YCTAHOBJIEHUE MPU3HAKOB AU3padUUYECKOro craTyca
KaK CBHUJETEJbCTBA JU3dMOpHOreHe3a; 5) Mpu HEBPOJIOTMYECKOM MCCIIEJOBAaHUU -
onpeneNieHne TONUKU nopaxkeHus: Hepsa; 6) OHMI' ¢ uccnenosanuem CIIN u pesu-
JyaJIbHOM JIATEHTHOCTH HE TOJBKO B IMOBPEXKJACHHOM, HO U MHTAKTHBIX nepudepuye-
CKUX HepBax; 7) mpoBeleHue AudepeHInaIbHOro AMarto3a ¢ IpYruMU KOMITpec-
CUOHHBIMU U HACJIEICTBEHHBIMU HEBPOIIATUAMM.

[Ipu npoBenennun nNpohuUIaKTUIECKUX OCMOTPOB U TJIaHUPOBAHUS TPOPUIAKTHYEC-
CKHX MEpPONpPUSATUM - aKTUBHOE BBISIBICHUE 3-X BapUAHTOB MPU3HAKOB MOBBIIICHHOMN
YYBCTBUTEJIBHOCTU NepUPepuyeckux HEPBOB K CAABJICHHUIO (IIPU HHAJEKBATHOM
KOMIIpeccum): 1) KIMHUYECKH aKTyallbHbIe PElUAUBUPYIOLIHE Nepudepruieckue ma-
panuuu; 2) 3MU30/bI OBICTPO MPOXOSIINX JBUTATEIbHBIX HAPYIICHHM; 3) 3MMHU30.1bI
«OTJICKUBAHUSI» U «OTCUKUBAHUS» KOHEUHOCTH WJIM YACTH TeEJa, MPUIABICHHON K
orope.

JleueOHO-peaOUIUTAIIMOHHBIE MEPONPUATUS TPU PA3BUTUM TMapajinda BKIIOYAIOT
MEeJIMKaMEHTO3HbIe CcpeacTBa, (pusnonpouenypsl, ['bO (JiokanbHyr0 WiId OOIIYIO),
Maccax, JIeueOHYI0 TUMHACTHKY, JIeueOHble MEIUKAMEHTO3HbIC OJIOKabl MpU OOHa-
py’KeHHH OOJIE3HEHHOI'0 HANpsHKEHUs TKaHed B 00jacTu Kommpeccud. Beibop koH-
KPETHBIX CPEJCTB U METOAOB 3aBUCHUT OT 3a/a4, KOTOpble HEOOXOIMMO peniaTh B Ka-
AKJOM KOHKPETHOM clly4yae. B 4acTHOCTH 3TO - BOCCTAHOBJIEHUE U YIYUYLIEHUE MHK-
POIUPKYJISAIMUA U METa00JIM3Ma B TKaHAX, JTUKBUJIALMS OT€Ka B KOMIIPEMUPOBAHHBIX
HEPBHBIX M MBIIICYHBIX TKAHSIX, COACHCTBHUE pEreHepaluy U yJaydllleHHe MPOBOIU-
MOCTH IO HEPBY, BOCCTAHOBJICHUE JBUTATEIIbHON (PYHKIIUU MAPETUYHBIX MBIIILI, BO3-
NelCcTBUE HA MECTHBIC U3MEHEHUS B TKaHSAX B 00JIACTH KOMIIPECCHUH.

Jst manudectabix popm HHCIIC xapakTepHbl Tpu THIIA UCXO0B: 1) MOJTHOE BBI-
3I0pOBJIEHHE (C COXPAaHEHHEM BEpPOSITHOCTH PELUAMBA); 2) 3HAYUTENIbHOE YJTydllie-
HUE C COXPAaHEHHEM KIMHMYECKHUX MPOsIBICHUN 1-2-i cTreneHu; 3) yiydlleHHUE C Ie-
PEXO0JIOM B MEPUOJ OTHOCUTEIBHON CTAOMIM3aIK NMPU 3-U CTENEHU BBIPAKEHHOCTH
U TEHJEHUMEN K MEJIJIECHHOMY BOCCTaHOBJIEHUIO. CpeaHsisl IIIUTENbHOCTh BOCCTAHOB-

JICHUS ABWKCHHUM, 110 HAIIIMM JAaHHBIM, cocTaBisieT 17,2+6,57 nHs.



Baxnotit 3amaueit Benenus 60mpHBIX ¢ HHCIIC 1 paGoThl ¢ UX KIMHUYECKH 310PO-
BBIMH POJICTBEHHHKAMU SIBIICTCS MPOPUIAKTHKA PEIUANBOB - PallMOHAIbHAS TICH-
xoTepanusi: 6eceabl HHOOPMAIMOHHOTO, YOEKIAIOIEro WK Mepeyoek1alolero co-
Jep>KaHus 7151 nHOOpPMAIUU O PUYUHE PA3BUTHS Mapajinda U HE0OX0JUMOCTH n30e-
ratb B OyaymieM (U3HKO-MEXaHUYECKUX BO3ICHCTBHIA, KOTOPHIE MOTYT MPUBECTH K
peruauBy. KpoMe Toro, B mporiecce MpoBeACHHS JIeueOHOM TMMHACTUKH HEOOXO -
MO 00y4aTh OOJIBHBIX TUTHEHE 1103 M JIBI)KCHUW BO M30C)KaHWE WHAJICKBATHOW KOM-
IIPECCHH.

HEREDITARY NEUROPATHY WITH LIABILITY TO PRESSURE
PALSIES. LECTURE
Schmidt I.R., Rudenkova O.V., Peganova M.A.
State educational institution of additional professional education. Novokuznetsk

This lecture is addressed to practicing neurologists and is based on the analysis of
medical literature data and our own clinical-epidemiological (1000 population repre-
sentatives) as well as clinical examination of 90 hereditary neuropathy with liability
to pressure palsies cases. The main characteristic features of this disease — syn-
dromes, etiology, pathogen, pathomorphology, sanogeny, the peculiarities of motive,
sensitive and vegetative dysfunctions — are described in this lecture. The meaning of
electroneuromiography which allows revealing the reduction of speed in impulse
conveyance and the increase of residual latency in all peripheral nerves of a sick per-
son and his sound relatives is underlined. The original diagnostic algorithm is given.

Treatment methods, rehabilitation and prophylaxis are also described.
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