KAIMHUKO-yIbTpa3ByKOBBIE
1 HEUPOPU3UOJIOTNYECKUE
COITIOCTABJICHU I
IIPU HACJICACTBEHHOM
MOTOPHO-CEHCOPHOM HEBPOIIATUU

H.B. Byiinux, A.O. Yevetkun, 3.B. Ilanos, C.A. Knomnukos, C.H. Manapuomkun

QI'BY «Hayunviii yenmp nesposoeuu» PAMH (Mockea)

TIpedcmasnenvi pesyavmambl yIbmpasgykosoeo uccae008anus HAYUeHMos ¢ HACAeOCMBeHHOU MOMOPHO-CEHCOPHOIL Heeponamueil, uau 60Ae3Hbi0
Hlapxo-Mapu-Tyma (ILIMT). Ha ocrosaruu nposederHoii cmandapmHoil CrumyasuUoHHol dnekmpoHeiipomuoepaguy nayuermoi 0bial pazoeneHnl Ha
0ee epynnbl: ¢ demuenunusupyrouum (n=25) u axconasvivim (n=31) nospescdenuem, coomeememeenro, IIMTI u HIMT2. Cneuuguueckue usmerenus
YA6MPA3BYK0B0I CHIPYKMYPbl Hepudeputeckux Hepeos npu OeMueauHUUpyIuWUx (opmax — npoaoHeUPOBAHHbIE, ¢ PABHOMEPHBIM VIMOAUeHIEM BceX
UCCACO0BAHHBIX HEPBOB U ¢ HApYuleHUeM UX KabeabHoeo cmpoerus. Tlpu akconansHbix (hopmax xapaxmep MoppoCMpyKmMypHbIX U3MeHeHUil He Croab
BbIPAdICEH U CHeyuquteH, 00HaKo CUMMEMPUUHAS NPOAOHRUPOBAHHOCY UMEHeHUI MOPGHOCTPYKIMYPbl Hepaos NPUCymcmeyem u npu OaHHOM mune
HIMT. Ipedcmasaero onucanue pedkoeo eenemuyecku noomeepacdentoeo cemeiinozo cayuas HIMTIX muna y myxcuun-podcmeentukos, Komopoe
OeMoHCMpUpyem cospeMeHHble B03MOJICHOCIIU YAbIMPA3BYK06020 00CAe008aHUS 8 OUACHOCIUKE HOPAIICEHUS NepUpeputeckUx Hepeos y NAUUeHmos u3
2eMePOCeHHOII 2PYNHbI HACACOCIBEHHbIX HEBPORAMULL.

Kirouesbie ciioBa: YJBTPa3ByKOBOC MCCICAOBAHNE HGpI/ICbepI/I‘{CCKI/IX HEPBOB, HACJICACTBEHHAsA MOTOPHO-CEHCOPHas
HEBpoOMaTusd, 1EMUCIMHU3AINA, TCHETUKA.

a TIOC/e[Hee AECATUIETHE 3aMETHBIE NOCTXEHUS
MPOM30IIUIM B OINMCAHUM TEHOB HACTICICTBCHHOM
MOTOPHO-CEHCOpHOI HeBpormaTtuu [llapko-Mapu-
Tyra (ILIMT). TratenpHoe M3y4eHNHE COOTHOIICHNUS
TCHOTHIIA M (PEHOTUIIA TI0KA3aJ0 CYIIECTBOBAHIE

3HAYUTEIBLHOTO PACXOXKICHUS KITMHUIECKHUX, JNEKTPO(DU3NON0-

TUYECKUX U TUCTOJIOTMYECKUX TaHHBIX JaXe BHYTPU CEMEH mpu

HaJIMYUK WACHTUYHOM T'eHeTHYecKoi matonoruu [1, 2, 11, 12].

IOMT pemuenuuusupytomero tuna, win HIMTI, nuarHo-
CTUpYeTCS MpU CKopocTu mposeneHust ummynbsca (CITA) mo
JBUTATeNbHBIM BOJIOKHAM CPEIMHHOrO HepBa MeHee 38 m/c
— 00BIYHO 3710 AMana3oH ot 10 mo 34 m/c (B cpemueM 19 m/c).
Onucanbl popmbl IIIMT1 ¢ ayrocoMHO-T1OMMHAHTHBIM (AJl),
AyTOCOMHO-pelecCUBHBIM (AP) 1 X-cliernieHHbIM TUTIaMU Ha-
CIIeIOBaHUS, KOTOPBIE, B CBOIO OYEPE/b, FETEPOreHHBI U BKITIO-
YalT HECKOJBKO CaMOCTOSITEJIbHBIX BAPUAHTOB 3200JI€BAHUSI.
HecMmoTpst Ha [eMueIMHU3UPYIOIIUI XapakTep mpoliecca, UH-
Bamau3aiys npu [IIMTI1 B ocHOBHOM 00yc/IOBlIeHa BTOPUY-
HBIM MOBPEXICHUEM aKCOHOB [1, §].

Y 6onpmmHcTBa manueHToB ¢ AL IIMT1 Ha nmepBom Wiau BTO-
POM JECATUNETHN XU3HU MOSBISIOTCS MEUICHHO MPOTPEeCCch-
pylolIas AMCTanbHasH c1aboCTh ¥ TIOXYIaHWE MBI, TUToped-
nekcust. [lpu ocMoTpe 4yacTo OOHAPYXMBAIOTCS JMCTAIIbHAS

TOTepsl YyBCTBUTENBHOCTH M AepopManms crom. Heiipodu-
3MO0JIOTMYECKOe MCCIeNoBaHKe TMokas3biBaeT cHikeHue CIIU
10 MOTOPHBIM BOJIOKHAM U CHUXKEHUE MU MOJHOE OTCYTCTBUE
CeHCOpHbIX ToTeHuuanoB neiicteus [8]. IIMTIA sBnsercs
HauboJjiee yacToil HacleNCTBEHHON mNepudepruyecKoil HeBpoO-
narueii; mpumepHo B 70% ciyyaeB MMeET MECTO TeHEeTHYECKUIA
nedekT B BUAe AYIUIMKALMU pa3mepoM 1,5 MO B xpoMocoM-
Hoit oomactu 17p11.2, Bkmtouaromieii reH PMP22, y ocTalbHBIX
00JIbHBIX O0HAPYXMBAIOTCS TOUKOBbIE MyTallMM JAHHOTO TeHa
[9, 28, 29, 37]. 3BecTHBI U Apyrue reHeTUYeCKUe BapUaHThI
AJ1 IIIMT]I. He menee 90% Bcex X-cuemneHHbIx dopm ILIMT
TIpEeICTaBICHO TeHETUUECKM BapHAHTOM, KOTOPHI 0003HaYa-
etcs kak HIMT1X u HaciemyeTcst 1o peakomy X-CLEeIIeHHOMY
JOMMHAHTHOMY THITy C HETOJHOM TMEHEeTPAHTHOCTBIO U 3KC-
MPECCUBHOCTHIO y keHIMH [8, 10]. KnuHuyecku mauueHToB-
MYXXYMH C JaHHOU (HPOPMOI TPYIHO OTIIMYUTH OT OOJBHBIX C
IOMTIA, Ho y HuX 60Jiee BEPOSITHO HAJTMUKE «TTPOMEKYTOYHO-
ro» muanazona CITH mpu mccnenoBaHNM IBUTATEIbHBIX BOJIO-
KOH CpeIIHHOTO HepBa (25—45 M/c). Y XeHIIMH-HOCUTETHHUIT
3a0osieBaHMe TIpoTeKaeT Ooee jerko [11].

MornexynsapHas TeHeTHKa aKCOHAJIbHBIX (OpPM HeBpOIATUIA
(ILIMT2) saBnsercss MeHee M3y4eHHOH. MMeromuecs maHHbBIE
CBUJIETETIBCTBYIOT B ITOJIb3Y €€ HECOMHEHHOI TeHETUIECKOIA re-
TEPOTeHHOCTH: Ha Pa3IMYHBIX XPOMOCOMAX KapTUPOBAHBI KaK
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MUHUMYM 7 caMocTosATeNbHbIX JIokycoB LLIMT2. AkcoHaib-
HBI TUIT XapaKTepu3yeTcss HOPMATbHBIMU WA YMEPEHHO CHU-
keHHbIMU 3HaueHusMu CITM mo mepucdepuyeckum HepBam
[3, 4]. [Tpu Guorncum n. suralis B CTPyKTYpe HEpBa BBISBISIOT
AKCOHAJIbHYIO MATOJIOTHIO MTPY OTCYTCTBUU WM MUHUMATEHOM
KOJIMYECTBO «TYKOBUYHBIX TOJIOBOK» M COXPAHHOCTH MUEJIMHA.

IMT1 u HIMT2 061anat0T CX0KMMU KITMHAYECKUMU CUMIITO-
MaMH, ¥ pa3ITYUThb X, OCHOBBIBAsICh Ha JAHHBIC HEBPOJIOTYE-
CKOT0 OCMOTPA, 4aCTO HEBO3MOXHO. B KayecTBe OTOIHUTENb-
HOTO METOJIa TUarHOCTUKK MOXET BBICTYNATh YJIbTPa3BYKOBOE
uccienoBanue. Padora O. Heinemeyer u C.D. Reimers (1999)
— TIepBasi, B KOTOPO# OBbUIM MpeCTaBICHbI TMaMETPhl HEPBOB
nipu LIIMT 1 nerkoii u cpeaiHeit CTeNeHN TSKECTH, TIONMYUYeHHbIE
C TTOMOIIIBIO YABTPa3ByKoBoro uccaenoBanus [9]. o Hactosi-
IIEr0 BPEMEHU TaKue UCCIeI0BaHMSI OCTAIOTCS eIMHUYHBIMMU.

B cBsi3u ¢ BbIIIEU3IOXKEHHBIM IeJNbI0 Halllell paboThl CTajio
VTOUYHEHUE YIBTPA3BYKOBOM CEMUOTHKU MOP(HOCTPYKTYPHBIX
M3MEHEHUH neprudepuIecKnX HEPBOB Y MAIMEHTOB C Pa3HBIMU
(opmamu IIIMT 1 Bo3MOXHOCTEI MCTIONIB30BAHUS 3TOTO Me-
TOJIa B IMarHOCTUKE OONIE3HU.

ITanuenTs! 1 MeTOIBI

B uccnenoBanue Bolni 56 manueHToB, KOTOPhIE HA OCHOBA-
Hun CITU no MOTOpHO# KOMIMOHEHTE CPEAMHHOTO HepBa ObLIK
paznenensl Ha ae rpynmbl: ¢ IIMT1 u LIMT?2. YcnosHoi rpa-
Hulel Mexay rpynnamu 6suto npuHsto 3HaueHue CITU, pas-
Hoe 38 M/c. B rpynmy LIMTI1 (memuenuuusupytomias opma
Hespomnaruu ¢ CITN <38 m/c) Bomtu 25 yent. (45% Bcex maim-
€HTOB), U3 HUX 15 MmyxxunH u 10 xeHmmuH. [pynmy [IMT?2 (ak-
coHapHag opma co CITM>38 m/c) coctaBun 31 yen. (55%),
u3 HUX 10 My>kuunH 1 21 xeHurHa. O6e rpymnbl ObLIN COMoCcTa-
BUMBI MEXIY CO00Ii IO BO3PACTY U JUTUTEBHOCTH 3a001eBaHUS
(mo merony ManHa-YutHu p=0,09 11 Bo3pacTa nalueHTOB,
p=0,62 17151 IIUTETBHOCTH 3a00ICBAHNS).

V3U nepudepnueckx HepBOB MPoBOAMIOCH B B-pexume (ar-
napat PHILIPS iU22 ¢ ucnonb3oBaHuEM JTUHEHHBIX MYJIBTH-
yacToTHbIX AaT4ukoB L11-3 u L15-7i0). MccaenoBanuch HEpBHI
BepXHUX (n.medianus, n.ulnaris, n.radialis) 1 HIKHUX KOHEUHO-
cteit (n.ishiadicus, n.peroneus communis, n.tibialis). Tlepudepu-
YeCKHe CTBOJIBI BEPXHHMX KOHEYHOCTEN OCMATPUBAJIMCh Ha BCEM
MIPOTSDKEHUU OT YPOBHS MEXJICCTHUYHOTO IMPOCTPAHCTBA (ILIe-
YeBOe CIUICTEHKE) B MOMEPEYHOi 1 MPOIOIBHON TIOCKOCTIX
CKaHUPOBAHUsI, HEPBHBIE CTBOJIbI HIKHUX KOHEYHOCTE — OT
YPOBHSI BBIXOIA CEIANMIIHOIO HepBa W3-TION TPYIIEBMIHOTO
MIPOCTPAHCTBA HA BCEM IPOTSDKEHUM 10 ero oudypkarmu. [
KaueCTBEHHOI XapaKTePMCTUKM CTPYKTYPHBIX M 3XOTEHHbIX
M3MEHEHUI TIeprudepruyecKiX HEPBOB MCIIOIb30BAIN BBIPA0O-
TaHHYI0O HAMU KOAMPOBAHHYIO MOPSAKOBYIO LKAy, COTJIaCHO
KOTOPOM BBIIENSUIN: a) HEM3MEHEHHOCTb MOP(MOCTPYKTYPHI,
T.€. COXPaHHOCTb KaOEJIbHOTO CTPOECHMSI ¥ 9XOTCHHOCTH HEpPBa;
0) TMIIO3XOT€HHOCTb CTPYKTYPhI — CHMKEHUE 9XOTEHHOCTH CO
CTEPTOCTHIO KaOEIbHOTO CTPOSHHS 3a CUET Tpeobdnaganus dac-
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LUKYISIPHOTO KOMITOHEHTA; B) TMIIEPIXOTEHHOCTh CTPYKTYPHI
— TOBBILLIEHUE 9XOTEHHOCTH 32 CYET MPe00IafaHus YTOMIIECHUS
UHTEPCTULIMAIBHOTO KOMITOHEHTA 0€3 pacIlupeHus: Gacuky.1
CO CTEPTOCTBIO KaOENBHOTO CTPOEHMS; T) CMEIIaHHOE M3Me-
HeHre MOphOCTPYKTYphI Mepruepruyeckoro BOJIOKHA — CTep-
TOCTb KaOEeJIbHOTO CTPOCHUS, YTONILEHUE NHTEPCTULIMATBHOTO
KOMITOHEHTa WJIM paciiupeHue (GaciuKyi; 1) aH3XOTeHHOCTh
CTPYKTYpPbl — BBIpaXEHHBbIE MOP(OCTPYKTYPHBIE M3MEHEHUS
HEPBOB — TIOJTHAS TTOTePsT KAOETBHOTO CTPOEHUS (32 CUET CIHS-
HUS CTPYKTYP HEpBa U OTCYTCTBUSA AU GEPEHIMPOBKY HA WH-
TePCTULUATBHBIN U (haCUUKYASIPHBIA KOMIIOHEHT).

Bce cTpykTypHBIE M3MEHEHMS KJIaCCU(UIIMPOBAIN TaKKe Ha
MPOTSDKEHHBIE U JIOKANbHbIE, CHMMETPUYHBIE M aCUMMETPUY-
Hble. KomnmyecTBeHHas XapakTepMCTMKa HEPBOB BKJIIOYAsa
OLICHKY ME/IMaH TLIOMIA/ei OKPY:KHOCTH MOMIEPEYHOTO CEUSHUS
C OmpejieJIieHUEM BEPXHETO M HIDKHETo KBapTuieit. Pe3ymbsraTel
KOJIMYECTBEHHOI OIIEHKM Pa3MepoB TeprudepruyecKix HEpBOB
BEPXHMX M HWKHMX KOHEYHOCTEH CpaBHUBAIM CO 3I0POBOI
rpymnmnoii (40 J1il, COMOCTaBUMBIX IO MOJY ¥ BO3pacTy), a BHY-
TPY OCHOBHOM TPYITIBI — MEXIY TOATPYIIaMH B 3aBUCUMOCTH
OT TUIIA HEMPOIIATHH TI0 JAHHBIM 3JICKTPOHEHPOMUOT pauu.

Crarucrrueckas 00paboTKa pe3yJbTaToB, a TAKXe MOCTPOSHME
TUCTOTpaMM MPOM3BOIWINCH C TOMOIIBIO TTAKeTa MPUKITATHBIX
niporpamm SPSS® 17.0 st Microsoft® Windows XP. Cratucti-
YeCKHM JOCTOBEPHBIMU pa3nnuus cuntanu mpu p<0,05.

Pe3ynbratni u 00cyxenue

3HaueHMs1 MojydeHHbIX npu Y3W muromaneit momepeyHoro
pasmepa nepudepruueckux HepBOB MpeACTaBleHbl Ha puc. 1.
JIng cpedWHHBIX HEPBOB ITIPHM JEMUCIMHU3UPYIONIEM MOpa-
xeHun oHu coctaBuin 0,165—0,187 cM2, nipy akCOHAILHOM
—0,058—0,091 cm?, 11 oOLIMX MaTo0OEpPIIOBBIX HEPBOB — CO-
orerctBeHHO 0,231-0,121 cm? 1 0,083—0,066 cM2. B HOpMme
MeJraHa cpequHHoro HepBa coctaBuia 0,089 cm?2, manobepo-
Boro Hepea — (0,114 cm2.
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— nnowanb OKPyXHOCT niowanb OKPyXHOCTU
~ o6uero Mano6epLoBoro CPEeaVHHOro Hepea CripaBa
HepBa cnpasa

puc. 1: Tnowaam okpyxHocT nepudepuyeckix Hepsos npu LLIMT.



OPUTMHAIIBHBIE CTATBIA. KnuHyeckas HeBponorust

Ha pucyHke oTpaxkeHO 3HaUUTENIbHOE YBEIMYCHUE TUTOLIANEH
OKPYXHOCTH NiepudepruyecKux HepBOB OOLIET0 MaToOepIIOBO-
TO U CPEIUHHOTO (CM?) MPU TEMUETUHU3UPYIOIEM TUIE (Yep-
Has CTpeJsiKa) 0 CPABHEHUIO C aKCOHATbHBIM TIOPakeHUEM (ce-
pas cTpeska) y mauueHToB ¢ [IIMT.

Jlns HekoTtopbix HepBoB Mpu IIIMTI Takke ObLIM MOTyYeHb
KOPPEJISAIMOHHBIE CBSI3M TUIOIIAN TIOTIEPEYHOTO CEUYCHHUST He-
PBa CO CIIEAYIOIIMMU TTapaMeTpaMH 3JIeKTpoHepoMuorpaduu:;
TpsiMasi KOppESIIIMOHHAs CBSA3b C AMCTAIbHOI JTATEHTHOCTBIO
n obpatHas — co CITU. To ecth yeM OoJiblie TOMIIMHA HepBa,
TeM 0oJ1ee BHIPaXEHO MaJeHIe CKOPOCTH Ha IUCTATLHOM y4acT-
Ke HepBa (BbILIe AUCTaTbHAs JaTeHTHOCTh) U TeM Hinke CITU
10 HEPBHOMY BOJIOKHY, UTO YKa3bIBaeT Ha 00Jiee BHIPAXXKCHHYIO
JeMueIMHu3aimio. Tak, iommab mornepevyHoro CeUeH s JIOK-
TEBOTO HEPBa KOPPEIMPYET CO 3HAYCHUEM TUCTAIbHOM JIATEHT-
HocT! (KoadduuumenT koppesunu 0,68, p<0,05) u CITH mo
JIOKTeBOMY HepBy (KoadduieHT Koppesunu —0,76, p<0,05).
[Tnomanp nonepeyHoro cedeHust CPEIMHHOTO HepBa KOpPeu-
pYeT cO 3HaAYEeHHEM AUCTAIBHOM JIATEHTHOCTH (KO3((UIIMEHT
koppensimu 0,65, p<0,05) u CITU no cpeqHHOMY HEPBY (KO-
s dunment koppenstin —0,64, p<0,05). ITnomans cenaimii-
Horo HepBa KoppeaupyeT co CITM mo 6osbliedbepioBoMy He-
pBY (KoadduumenT koppemssuuu —0,66, p<0,05).

VnbrpasBykoBas kaptuHa B rpynie [IIMT1 xapakrepuzoBanach
CHIXEHUEM 3XOTeHHOCTH HEPBOB, 00YCIOBICHHON HAIMYUEM
HEPaBHOMEPHO YTOJIIEHHBIX IMIIO3XOTeHHBIX KOMIIOHEHTOB,
MECTaMM ¢ HeYeTKUMU KOHTYpaMU CUMMETPHUYHOTO M ITPOJIOH-
TMPOBAHHOTO Xapakrtepa (puc. 2, 3).

[pu axconanpHO# Gopme LIIMT BbIpakeHHBIX CTPYKTYPHBIX
U3MeHeHUH nepudeprIecKuX HEPBOB BBISIBICHO HE ObLTO BHE
3aBUCUMOCTY OT CTENEHU TSKECTU KIMHUYECKUX MPOSIBIIC-
Huil 6ose3nu. [lpu mpucoenviHeHUU NEMUETVHU3ALUU OT-
MEYajaoCch CHUXEHUE 3XOTEHHOCTH HepBa 0e3 yBeJTMYECHUS €T0
pa3Mepa (puc. 4).

HpI/IBOJII/IM KJIMHAYECKUI TPpUMED PCAKOTO THUIIa HACJICACTBCH -
HOM TOJIMHECBPOIIATUMN Y OMKaMIIMX POACTBEHHUKOB.

Bonbuoii II., 22-x ner, ¢ 5-7MeTHero Bo3pacTa OTMETWI TIO-
sIBJICHUE Ca00CTM B HOTaX, KOTOpas B JajIbHEHIIeM IT0CTe-
MEHHO HapacTajia, MPOTrPeCCHMPOBaIM HAPYIICHUS TOXOIKH.
B 2005 r. npu obcnenoBaHuy B MeIuKo-reHeTUIeCKOM LIEHTpe
PAMH BbIsIBIEHO HOCUTETBCTBO MyTaluu B reHe Cx32 (hopma
IMT1X). B 2009 I. B cBs131 ¢ 5KBMHO-BapyCHOM Aedopmariueit
JIEBOI CTOIIBI POM3BEICHA KIIMHOBU/IHAS PE3SKIIUSI M 3-CyCTaB-
HOI1 apTpojie3 JIEBOii CTOIIBI ¢ (pUKCaLMell CIIMIAMK U TUTICOBOM
TIOBSI3KO, Iajiee HOCKIT OpToIeAndecKyto 00yBb. [TomoOHoe 3a-
GoseBaHUE OTMEYAETCs Y TSN U ASAYIIKY MO IMHUM MaTepy.

Heeponoeuneckuii cmamyc. YepernHble HepBbl — 0€3 MaTONO-
rui. CuMMeTpuuHas TUNOTpo(Us MBI 00J1acTu thenar U
hypothenar ¢ 00eMX CTOPOH, 3aMaaeHUe MEKKOCTHBIX TIpOMe-
JKYTKOB TBUTbHOI MOBEPXHOCTH 00euX KucTel. BuipaxeHHast

"

KJ'IVIHMKO-YJ'Ipra3ByKOBbIe COMoCTaBNeHUs NPK HAaCNENCTBEHHbIX HEBPOMATUAX
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puC. 2; leMUenuHU3MPYIOLLIA NPOLIECC: CPEMHHbIA HEPB C HEPABHOMEPHLIM
YTONLLEHVEM hacLyKyn (NonepeyHoe CkaHupoBanme, B-pexmm).

puc. 3: [leMuenmHUMpyIOLLMil NPOLIECC: TOT X CPEAMHHBIA HEPB MU NPOONLHOM
CKaHMPOBaHWY (B-pexum).

Distal

puc. 4: AKCOHANbHO-IEMUENMHIBMPYIOLLLMIA NPOLIECC: 0Lt ManoBepLLOBbIiA
HEPB NPy NPOSO/LHOM CKaHMPOBaHWY (B-pexwm). Buato otcytcTaie
BLIDAXEHHOrO YTONLLEHNS HEPBA.

CYMMETPUYHAS TMHOTPO(MUS TOJIEHEl MO THUIY <«IIePeBepHY-
TBIX OYTBITOK», CTa0OCTb TBUILHBIX crubartesieil oOemx CToIl.
MEImieuHslit TOHyC He m3MeHeH. CyxXoXMIbHbIe pedIeKChl He
BbI3bIBatOTCA. Jleopmanust cTon mo Tumy «mojoit» (D>S),
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9KBMHO-BapycHasl ycTaHoBKa cTor. KoopauHaTtopHble MpoObI
BBITIOJIHSIET C JIETKMM MHTEHIIMOHHBIM JApoxaHueM. B mpobe
Pombepra cierka nouarbiBaeTcs, TaHAEMHask X01b0a 3aTpyIHE-
Ha. [1pu xonp0e — nBycTOpOHHUIA cTenmax. Jlerkast runectes3us
TI0 TUTTY «HOCKOB», TJIyOOKasl YyBCTBUTEILHOCTD HE HapyIIeHa.
TazoBble (DYHKLIMU KOHTPOJIUPYET.

Inexmporeiipomuoepaghus: TPU3HAKN TEHEPATM30BAHHON TIep-
BUYHO JIEMUEIMHU3UPYIOIICH CEHCOPOMOTOPHOM HEBpabHOM
MATOJIOTHH.

[To nannbiM Y3H BoisiBNeHbI AUDPY3HBIE TPOJOHTUPOBAHHBIE
M3MEHEHMsI BCEX MCCJIEIOBAHHBIX HEPBOB CO CTEPTOCTHIO Ka-
0eIbHOTO CTPOCHHUS ¥ YMEPEHHBIM HX YTONIICHUEM TPOJIOHT U -
POBaHHOIO XapakTepa, ¢ IpeodnafaHueM CTPYKTYPHBIX M3Me-
HEHMI B MaJIo0epIIOBOM U JIOKTEBHIX TIepr(eprIuecKIX HepBax
€O CHMXKEHUEM IXOTeHHOCTH (puc. 5).

Pezyaomamur IHK-anaauza. MeTonom mpsIMOro aBTOMaTHye-
CKOTO CEKBEHMPOBAHMUS NMPOBENCHO MCCIENOBAHME KOLUPYIO-
el mocnenoBarenbHoCTH reHa GJBI, myTanmu B KOTOPOM
OTBETCTBEHHBI 33 X-CHEIUIEHHYIO (GopMy HacleICTBEHHOU
MOTOPHO-CEHCOPHOW  Heliponatuu.  BolsgBnena  Myrtanust
Cys282STOP. 3akmouenue: [IIMT tuna 1X.

O6cnenoBaH TakkKe Agad 00JbHOTO, 47 JIeT.

Hesponoeuueckuii cmamyc. YepenHble HEpBBI — 0€3 MaTOJIO-
ruu, cumntoM MapuHecky-PanoBuya ¢ o6enx ctopoH. Cum-
METpUYHas TUIOTPobusl MbILILL thenar U hypothenar ¢ 0beux
CTOpPOH, 3alafieHue MEXKOCTHBIX IIPOMEXYTKOB TBIIBHOM
TOBEPXHOCTU 00EMX KUCTEii; 3aTPyIHEHO MPOTHBOIIOCTABIIE-
nue I u IV-V nanbues, gedopmaiust 06enx KUCTei 1Mo TUITY
«00e3bsiHbel». BbIpakeHHass CUMMETPUYHAS TUIOTPOQUs
TOJIEHEH TI0 TUITY «IIePeBEPHYTHIX OYTHUIOK». Cl1aboCThb ThlIb-
HBIX cru0aTeneii 00erx cTom. MBIIICUHBII TOHYC HE U3MECHEH,
CYXOXMUIIbHbIE pedieKchl He Bhi3biBatoTCs. dedopmatius cron
(«1moJTast» CTOTMA), 3KBMHO-BapycHasl YCTaHOBKA cToIl. JleTkuit
TPEMOp TOKOSI M TIOCTYpaJIbHBIM TpeMop Kucteii pyk. Koop-
IMHATOPHBIE TTPOOBI BHIMOTHSIET YIOBIETBOPUTEIbHO. B TIpo-

6e Pombepra yctoituus. TaHaemHast Xxoap0a 3aTpyaHeHa; Mpu
xoap0e — IBYCTOPOHHMIA cTenmnax. [ToBepxHOCTHAs U Tiy0O0-
Kasi YyBCTBUTENILHOCTD He HapyIIeHbI. Ta30Bble (hYHKIMN KOH-
TPOJMPYET.

DnexmpoHeiipomuoepapus u ueoaLHAMAn  INEKMPOMUOPAPUA:
aHaJIM3 TIOMYYEHHBIX TaHHBIX CBUACTEIbCTBYET O TE€HEPATU30-
BAHHOW CEHCOPHO-MOTOPHO¥ MOJMHEUPONATUU C TIPEUMYILE-
CTBEHHBIM MOPAXEHUEM MEPOHEaTbHOM IPYIIIbl, TIEPBUYHO -
MUEIMHU3UPYIOIIETO XapaKTepa, C MPU3HAKAMU XPOHUYECKOTO
PEMHHEPBALIMOHHOTO MPOLECCa B MBILILIAX.

ITo nanubiM Y3U BbIsIBAEHBI AM(DQY3HBIE TPOTOHTUPOBAHHBIE
U3MeHeHMsI TeprdepruyecKX HEPBOB CMEIIAHHOTO XapaKTepa
C YMEpPEHHBIM YTOJIIIEHHEM HEPBOB HIDKHMX KOHEUHOCTEH C
MpU3HAKaMU HEPAaBHOMEPHOTO pacIIMpeHust GacLuKyIsIpHOro
KOMITOHEHTA MPEUMYLIECTBEHHO B CEAANUIIIHOM U 00JIbIe0ep-
LIOBOM HepBax (puc. 6). Y maiueHTa BbIsBICHA Ta e MyTallyis,
YTO U y €ro IJIeMSIHHUKA.

Takum o06pa3oMm, mpu UCCIEIOBAHUM 000MX POACTBEHHUKOB C
PEeIKOit HacNeICTBEHHOI (DOPMOIt HEBPOIIATHH TIO pe3yabTaTaM
Y3U ObiM BHISIBIEHBI TPOJOHTUPOBAHHBIE MOP(MOCTPYKTYP-
HbIe U3MEHEHMS TieprdepruuecKuX HEpPBOB CXOXETO XapaKTepa.
OnuHaKoBBIN MONeKyIApHbIi quarHo3 — LLIMT1X — 6b11 3aTeM
MTOATBEPKIEH ¥ MOJEKYISIPHO-TeHETMYECKU. DTO HabMoIeHe
JEMOHCTPUPYET BO3MOXHOCTH Y3U 171 BepubuKanmum Hacne -
CTBEHHOM MPUPO/IbI 00JIE3HN.

Hekotopblie 113 MOy4eHHBIX HAMY JAHHBIX SIBJISIOTCS HOBBIMM,
a OCHOBHBIE PE3YJIBTAThI TIOJTHOCTBIO COTTACYIOTCS C OTIBITOM 3a-
PYOEXHBIX MccaenoBaTeeld (10 CUX MOp 0Y€Hb HEOOJIBIINM) 1O
naHHoii mpobieme [10, 117 .

[TpakTuuecku Bce MPOBEAEHHbIE YIbTPa3BYKOBbIE MCCIEI0BA-
HUS TOCBSILIEHBI U3YUEHUIO XapaKTepUCTUK Mepudepudeckux
HepBoB npu IIIMTI. Takoit BbIOOp SIBASIETCS JOTUUHBIM, Tak
KaK MMEHHO 3TOT TUI UMEET SIPKYI0 T'MCTOMNATOJOTMUYECKYIO
KapTUHY C BbIPAXXEHHBIMU CTPYKTYPHBIMU U @aHATOMUYECKUMU
M3MEHEHUSIMU 10 CPABHEHUIO C IPYTUMU TUITAMMU.

pUC. 5 YbTPaseykoBog 13o6paxenie ManoGepLOBOrO HEPBa C YMEPEHHbIM YTof-
LIGHMEM W CTEPTOCTbIO KAGENIbHOCT 33 CHET PaCLUMPEHa (acLivKyNIApHOro
KOMTOHEHTA.

puc. B: YbTpa3ByKkoBOe U306PaXeHne CeNANLLIHOT0 HEPBA C YMEPEHHBIM YTONLLIEHEM
M- M TIEPUHEBUA W CTEPTOCTBIO KABeNbHOCTM 33 CYET PaCiuMpeHus
WHTEPCTULMANBHOTO KOMMOHEHTA.,
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B Hamewm uccienoBaHuu ObLIO MOKA3aHO, YTO HA OCHOBAHUU
KAaUYeCTBEHHBIX U KOJMYECTBEHHBIX YJIBTPa3BYKOBBIX XapaKTe-
PUCTUK HEPBOB BO3MOXHO BBISBICHUE JIUIL C JTEMUETUHU3U-
pytoium tunoM LIIMT. YabrpaszBykoBas kaptuHa LIIMTI xa-
PaKTepr30Balach CHIKEHHOW SXOTE€HHOCTBIO O CPaBHEHMIO
¢ IIMT?2 u rpynmoit kouTposst. KonnyecTBeHHast XxapakTepu-
ctuka [IIMT1 roBopuT 0 ABYKPaTHOM YBEJIUUYEHUU IOTEpPEY-
HBIX pa3MepoB HepBOB Mo cpaBHeHHUIO ¢ [IIMT?2 u KoHTposeM.
braromapst 5TUM 10CTaTOUHO YETKUM OTIMYUTEBHBIM OCOOCH-
HOCTSIM BO3MOXKHO ucrnosb3oBaHue Y3 B nuddepeHmanb-
Ho¥t nuarHoctuke pasznmuyHbix noatunos LIIMT. Kpowme toro,
nockosbky LIMT]1 coctabnsier okomno 80% ot Beex LLIMT, cy-
HIECTBYIOT MepcrekTuBbl npuMeHeHus: Y3U B muddepeHiy-
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Clinical-sonographic and neurophysiological comparisons in hereditary motor
and sensory neuropathy

N.B. Vuytsik, A.O. Chechetkin, E.V. Pavlov, S.A. Klushnikov, S.N. Illarioshkin

Research Center of Neurology, Russian Academy of Medical Sciences (Moscow)

Keywords: sonography of peripheral nerves, hereditary motor and sensory neuropathy, demyelinating process, genetics.

The article presents the results of ultrasound studies in
patients with hereditary motor and sensory neuropathy, or
Charcot-Marie-Tooth disease (CMT). Based on standard
electroneuromiography, the patients were divided into two groups
with demyelinating (n=25) or axonal (n=31) process, CMT1 and
CMT?2 respectively. Demyelinating forms were characterized by
specific prolonged sonographic changes with uniform thickening
of all studied nerves and abnormalities of their cable structure.

In axonal forms the character of structural changes was not as
severe and specific as in CMT]1, but symmetrical prolongation
of the nerve structure was seen in this type of CMT as well. The
description of genetically confirmed familial cases of HMSN type
1X in male relatives is presented, which demonstrates modern
potential of unltrasound studies in diagnosing the involvement
of peripheral nerves in patients from a heterogeneous group of
hereditary neuropahies.
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