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LIpedcmasnenvi pesyavmambl yIbmpassykos0e0 Uccae008anus HAYUeHMo8 ¢ HACAeOCBeHHOU MOMOPHO-CEHCOPHOII Heaponamueil, uau 00Ae3HbI0
Hlapxo-Mapu-Tyma (ILIMT). Ha ocHosaruu nposedentoii cmandapmHoii cCuMyASUUOHHOI dneKkmpoHeilpomuoepaguy nayuenmol Obia paoeneHsl Ha
dee epynnbl: ¢ demuenunusupyrouum (n=25) u axconasvhoim (n=31) nospesicdenuem, coomeememeenro, IIMTI u HIMT2. Cneyugpuueckue usmerenus
YAbMPA38YK0B0I CHIPYKMIYPbl Nepupeputeckux Hepeos npu OeMueauHusupyrouux (opmax — npoaoH2UPOBAHHbIe, ¢ PABHOMEPHBIM YIMOAUEHIEM BCeX
UCCACO08AHHDbIX HEPBOB U C HAPYUIEHUEM UX Kabeabhoeo cmpoeHus. TIpu akcoHanbHbix (opmax Xapaxmep MOPGOCHPYKMYPHBIX UMEHEHUl He oAb
BbIPAdICEH U CheyuguteH, 00HaKo CUMMEMPUUHAS RPOAOHRUPOBAHHOCb UIMEHEHUI MOPGHOCIPYKIMYPLL HePBos NPUCYmCMByem U npu OaHHOM mune
HIMT. IIpedcmasnero onucanue pedkoeo eeremutecku noomeepicoerHoeo cemeiinoeo cayuas IIMTIX muna y myscuun-poocmeentukos, komopoe
deMoHCmpuUpyen cogpeMerHble 803MONCHOCIIY YAbMPA3BYK08020 00cAe008aHUA 8 OUaeHOCHUKe HOPAJCeHUs NepUpeputeckux Hepeos y NayleHmos u3
2eMepOeHHOIl 2PYNNbl HACACOCHBEHHbIX HeBPONAMUL.

Kitouesbie ciioBa: YJAbTPa3ByKOBOE€ UCCJICAOBAHUE nepmbepmecmx HEPBOB, HACJICACTBEHHAA MOTOPHO-CCHCOPHaA
HEBponatud, 1CMUCIMHNU3al A, TCHETHUKA.

a TIOCJIeTHEE AECATUIICTHE 3aMETHBIC NOCTIDKCHUS
MPOM30IIIM B ONMCAHWM T€HOB HACJIENCTBECHHOI
MOTOPHO-CeHcOopHoi HeBporaTuu Illapko-Mapu-
Tyra (IIMT). TiatenbHoe u3ydeHne COOTHOILIEHMSI
TeHOTMIIA M (PEHOTUIIA TI0KA3aJ0 CYIIECTBOBAHME

3HAYMTENILHOTO PACXOXKICHNUS KITMHIUIECKHX, SEKTPODI3HO0IO0-

TMYECKUX ¥ TUCTOJIOTMIECKMX TaHHBIX TaXe BHYTPU CeMeil Tpu

HaJIMYUK MAESHTUYHOM reHeThYecKoi matonoruu [1, 2, 11, 12].

IMT pemuenuuusupytomero tuna, win LIMTI, nuarHo-
CTUpYeTCsl TIpU cKopocTH TpoBeneHus ummynbca (CITW) mo
JBUTaTebHBIM BOJIOKHAM CPEIMHHOrO Hepsa MeHee 38 M/c
— 00BbIYHO 3710 AMana3oH ot 10 1o 34 m/c (B cpemneM 19 m/c).
Ommucansl opmer IIIMT1 ¢ ayrocomMHO-mOMUHAHTHBIM (A]l),
AyTOCOMHO-penecCUBHBIM (AP) 1 X-clLiernieHHbIM TUTIaMK Ha-
CJIEIOBAHUSI, KOTOPBIE, B CBOIO OUEPE/Ib, TETEPOTEHHBI 1 BKITIO-
Yal0T HECKOJIBKO CaMOCTOSITETbHBIX BAPUAHTOB 3a00JI€BAHMS.
Hecmotpst Ha neMuenMHU3NPYIONINIA XapakTep mpolecca, UH-
pamau3auys npu [IIMTI1 B ocHOBHOM 00ycC/0B/IeHa BTOPUY-
HBIM TTOBpEXIeHNEM akcOHOB [ 1, §].

V 6onbmmHcTBa nauuenTos ¢ AIL IIMT1 Ha nmepBom Wiau BTO-
POM JIECATUNETUN XU3HU MOSIBIISIIOTCS MEUIEHHO MPOTPECCH-
pylolas IMcTanbHast cl1aboCcTh ¥ TIOXYIaHWE MBI, TUToped-
nekcust. [lpu ocMoTpe 4acTo OOHAPYXMBAKOTCS JMCTAbHAS

notepsi 4yBCTBUTENbHOCTH U Aedopmanus cron. Helipodu-
3MO0JIOTMYECKOe MCCIenoBaHue Mokas3biBaeT cHkeHue CIIU
10 MOTOPHBIM BOJIOKHAM U CHMXKEHUE MU MOJHOE OTCYTCTBUE
ceHCcopHbIX mMoTeHuuanoB aeicteus [8]. IIMTIA sBnsercs
HamboJiee JacToil HACIEACTBCHHOM MeprdepuIecKoil HeBpo-
narueit; mpuMepHo B 70% ciiyyaeB MMeEeT MECTO TeHeTHYECKUIA
nedekT B BUAe AYIUIMKALUU pa3mepoMm 1,5 MO B xpoMocoMm-
Hoit oomactu 17p11.2, Bkmtouatomieii teH PMP22, y ocTalbHBIX
00JIbHBIX OOHAPYKMBAIOTCS TOUKOBbIE MyTallMM JAHHOTO reHa
[9, 28, 29, 37]. 3BecTHBI U Apyrue reHeTUYeCKnue BapuaHThI
AJl IIMT]1. He menee 90% Bcex X-cuemeHHbx dopm LLIMT
TIPEeICTaBICHO TeHETUUECKM BapHAHTOM, KOTOPHI 0003HaYa-
ercst Kak LIMT1X n Hacaenyetcs o penkomy X-CUETJIeHHOMY
JOMMHAHTHOMY THITy C HETOJHOM TMEeHEeTPAHTHOCTBIO U 3KC-
MPECCUBHOCTHIO y KeHIMH [8, 10]. KnuHuyecku mauueHToB-
MYXXYMH C JaHHOU (HDOPMOI TPYIHO OTIIMUUTH OT OOJBHBIX C
IOMTIA, Ho y HuX 60Jiee BEPOSITHO HAJTMUKE «TTPOMEKYTOYHO-
ro» muanazona CIIU mpu mccnenoBaHNM IBUTATEIbHBIX BOJIO-
KOH CpeIMHHOTO HepBa (25—45 M/c). Y XeHIINH-HOCUTETbHUII
3a0oJieBaHMe TIpoTeKaeT OoJee gerko [11].

MornexynapHas TeHETHKa aKCOHAJbHBIX (OpPM HeBpOIATUIA
(ILIMT2) saBnsercss MeHee M3y4eHHOH. MMerommuecs naHHbBIE
CBUJIETEbCTBYIOT B ITOJIb3Y €€ HECOMHEHHOI TeHETUIECKOIA re-
TEPOreHHOCTH: Ha Pa3IMYHBIX XPOMOCOMAX KapTUPOBAHBI KaK
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MUHUMYM 7 caMocTosATeNbHbIX JokycoB [LIMT2. AkcoHaib-
HBI TUIT XapaKTepU3yeTcss HOPMATbHBIMU WA YMEPEHHO CHU-
keHHbIMU 3HaYeHusMu CIIW mo mepucdepuyeckum HepBam
[3, 4]. ITpu Guoncum n. suralis B CTPyKTYpe HEpBa BBISBISIOT
AKCOHAJIbHYIO MATOJIOTHIO ITPU OTCYTCTBUU WM MUHUMATBHOM
KOJIMYECTBO «JTYKOBUYHBIX TOJIOBOK» U COXPAHHOCTH MUEJIMHA.

[OMT1u HIMT? o61a1a10T CXOKMMU KITMHUYECKUMU CUMITTO-
MaMU, ¥ Pa3TNYUTh NX, OCHOBBIBASICh HA JAHHBIE HEBPOJIOTYE-
CKOTO OCMOTpa, YaCTO HEBO3MOXXHO. B KauecTBe 1OMONTHUTEb-
HOTO METOJIa TMarHOCTUKM MOXET BBICTYITATh YJIBTPa3BYKOBOE
uccaenoBanue. Pabora O. Heinemeyer u C.D. Reimers (1999)
— TiepBasi, B KOTOPOI ObUIN TIPEeICTaBICHBI JMaMeTPbl HEPBOB
npu LIMT]1 nerkoit u cpenHeit cTeneHu TSOKECTH, OMYYeHHbIE
C MOMOILIO YABTpa3ByKoBoro ucciaenobanust [9]. o Hacrtosi-
I1IET0 BPEMEHU TaKKe MCCIIeI0BaHMS OCTAIOTCS SAMHUYHBIMU.

B cBs3M C BBILIEU3IOXEHHBIM HEMbI0 Hallleli paboThl CTAIO0
YTOYHEHHUE YJIBTPa3BYKOBOM CEMHOTMKM MOP(POCTPYKTYPHBIX
M3MEHEHUI epudepruyecKux HepBOB Y MALMEHTOB C Pa3HBIMU
(opmamu IIMT 1 Bo3MOXHOCTEl MCTIONB30BaHUS 3TOTO Me-
TOIA B IMarHOCTHKE OOJIC3HMU.

ITanuenTs! 1 MeTOIBI

B uccnenoBanue Bolui 56 malieHToB, KOTOPbIe HA OCHOBA-
Huun CITU no MOTOpHOI KOMITOHEHTE CPeMHHOTO HEpBa ObLIK
paznenensl Ha ae rpynmbl: ¢ IIMT1 u LIMT?2. YcnosHoi rpa-
Huuel Mexay rpynnamu 6suto npuHsTo 3HaueHue CITU, pas-
Hoe 38 M/c. B rpynny HIMT1 (nemuenunusupytomas hopma
Hepomnartuu ¢ CITU <38 m/c) Bowu 25 ven. (45% Bcex maiu-
€HTOB), U3 HUX 15 myxuuH u 10 xeHmuH. [pynmy [IIMT?2 (ak-
coHaypHas opma co CITM>38 m/c) coctaBun 31 uer. (55%),
13 HuX 10 My>kuunH 1 21 xeHuuHa. O6e rpymnnbl ObLIN COMoCcTa-
BUMBI MEXIy CO00Ii O BO3PACTY U JJIUTEIbHOCTHU 3200JIeBAHUS
(mo merony ManHa-Yutnu p=0,09 11 Bozpacta MaluMeHTOB,
p=0,62 1151 IIMTETBHOCTH 3a00CBAHNS).

Y3U nepudepuyeckx HepBOB MPOBOAMIOCH B B-pexume (arn-
napat PHILIPS iU22 ¢ ucnosnb3oBaHMeM JUHEHHBIX MYJIBTH-
yacToTHbIX gatyukoB L11-3 u L15-7i0). UccrenoBanuch HEpBbI
BEpXHUX (n.medianus, n.ulnaris, n.radialis) 1 HIXXHUX KOHEUHO-
cteit (n.ishiadicus, n.peroneus communis, n.tibialis). Tlepudepu-
YecKue CTBOJIbI BEPXHUX KOHEUHOCTEH 0CMaTPUBATMCh HA BCEM
MPOTSKEHUU OT YPOBHSI MEKJIECTHUYHOTO MPOCTPAHCTBA (ILTe-
YyeBoe CIUIETeHUE) B MOMEPEYHON U MPOJOJbHOM MIOCKOCTSX
CKaHMPOBAHUSI, HEPBHbIE CTBOJIbI HUXHUX KOHEYHOCTEN — OT
YPOBHSI BbIXOA CEAATUIIHOIO HepBa W3-TOM IPYLIEBUIHOIO
MPOCTPAHCTBA HAa BCEM MPOTSLKEHUU 10 ero oudypkanuu. s
KauyeCTBEHHON XapaKTepUCTUKM CTPYKTYPHBIX M 3XOTEHHBIX
U3MEHEeHUH neprudepruyeckuXx HEPBOB UCIONb30BaIM BbIpabo-
TaHHYI0O HAMU KOAMPOBAHHYIO MOPSAKOBYIO LIKATy, COTJIaCHO
KOTOPOU BBIAESIM: ) HEM3MEHEHHOCTb MOPGhOCTPYKTYpHI,
T.. COXPAHHOCTb KaOeJbHOTO CTPOCHUS U 9XOT€HHOCTH HEpBa;
0) TUIMOXOr€HHOCTb CTPYKTYPbl — CHIKEHUE 9XOTEHHOCTH CO
CTePTOCTbIO KabebHOTo CTPOEHUS 3a CUeT MpeobianaHus dac-
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LIUKYASIPHOTO KOMITOHEHTA; B) TMIIEPIXOTEHHOCTb CTPYKTYPHI
— TOBBILLIEHUE 3XOTEHHOCTH 32 CYET MPe00IafaHUs YTOMIIEHUS
UHTEPCTULIMATIBHOTO KOMITOHEHTA 0€3 pacIlupeHus: GacuKy.1
CO CTEPTOCTBIO KaOENBHOTO CTPOEHMS; T) CMELIaHHOE M3Me-
HeHre MOpGhOCTPYKTYphI Mepruepruyeckoro BOJIOKHA — CTep-
TOCTb KaOeJIbHOTO CTPOCHUS, YTONILEHUE UHTEPCTULIMATBHOTO
KOMITOHEHTA WJIM paciiupeHue (GaciuKyi; 1) aH3XOTeHHOCTh
CTPYKTYpPbl — BbIPAXEHHbIE MOP(OCTPYKTYPHBIE U3MEHEHUS
HEPBOB — TIOJHAS MTOTePsT KAOETBHOTO CTPOEHUSI (3 CUET CIUS-
HUS CTPYKTYP HEPBA U OTCYTCTBUS AUDGEPEHIIMPOBKU HA MH-
TePCTULUATBHBIA U (hacUUKYASPHBIA KOMIIOHEHT).

Bce cTpykTypHBIE M3MEHEHMS KJIaCCU(ULIMPOBAIN TaKKe Ha
MPOTSDKEHHBIE U JIOKAIbHbIE, CAMMETPUYHBIE U aCUMMETPUY-
Hble. KomnmyecTBeHHas XapakTepyCTMKa HEPBOB BKJIIOYaja
OLICHKY ME/IMaH ILIOLIANe OKPY:KHOCTH MOIEPEYHOT0 CEUSHUS
C ompejieJieHMEM BEPXHETO 1 HIKHETo KBapTuiieid. Pe3ymbsraThl
KOJIMYECTBEHHOI OIIEHKM pa3MepoB IeprudepruyecKix HepBOB
BEPXHMX M HWKHMX KOHEYHOCTEW CpaBHUBAIM CO 3I0POBOI
rpymnmnoii (40 11lil, COMOCTaBUMBIX O MOJY ¥ BO3pacTy), a BHY-
TP OCHOBHOI TPYITIIBI — MEX.IY TMOATPYINaMH B 3aBUCUMOCTH
OT THUIIA HEMPOIIATUH 110 JTAHHBIM 3JIEKTPOHEHPOMUOT pauu.

Crarucrryeckas 00paboTKa pe3yJbTaToB, a TAKXe IMOCTPOSHME
TUCTOTpaMM MPOU3BOAWIMCH C TOMOIIBIO TTaKeTa MPUKIATHBIX
niporpamm SPSS® 17.0 w1 Microsoft® Windows XP. Cratuctu-
YeCKHM JOCTOBEPHBIMU pa3anuus cuntanu npu p<0,05.

Pe3ynbratni u 00cyxenme

3HaueHusd moaydyeHHbIX mpu Y3U miomazeil momepeyHoro
pa3Mepa nepudepuueckux HepBOB MPEACTaBIEHbl HA puc. |.
J1s. CpemViHHBIX HEPBOB MMPH JEMUETMHU3UPYIONIEM Topa-
xeHun o cocrtasuiu 0,165—0,187 cMm?, npu akCOHATbHOM
—0,058—0,091 cm?, 11 oOIKMX ManoOepLIOBbIX HEPBOB — CO-
orerctBeHHO 0,231—0,121 cm? u 0,083—0,066 cm>. B HOpme
MearaHa cpeaMHHoro Hepsa coctaBuia 0,089 cm?, manobepo-
Boro Hepea — (0,114 cm2.
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puc. 1: Tnowaam okpyxHocT neprdepuyeckix Hepsos npu LLIMT.



OPUrHANIbHBIE CTATBU. KnuHnyeckas Hesponorus

Ha pucyHke oTpaxkeHO 3HAUUTEbHOE yBEIMYEHUE TUIOLIANEH
OKPYXHOCTU NiepuepruyecKuXx HepBOB OOLIEr0 MaTo0epILOBO-
r0 U CPEAMHHOrO (CM?2) TIpU AeMUETMHU3UPYIOLIEM TUIle (Y4ep-
Has CTpeJiKa) M0 CPABHEHUIO C AKCOHATbHBIM TOPakeHUEM (Ce-
pasi cTpesika) y mauueHToB ¢ [IIMT.

Jlng Hekoropbix HepBoB npu LIIMT1 Takke ObUIM TOMYYEHBI
KOPPEJISILMOHHBIE CBSI3M TUIOIIAIN TIOTIEPEYHOTO CEUYSHHUST He-
pBa CO CIIEAYIOIIMMU TTapaMeTpaMH 3JIeKTpoHepoMuorpadum:;
NpsiMasi KOppeSIlIMOHHAs CBSA3b C AMCTAIbHOM JTaTeHTHOCTBIO
n obpatHas — co CITU. To ecth yeM 0oJiblie TOMIMHA HEpBa,
TeM 0oJiee BHIPaXEHO MaJeH1e CKOPOCTH Ha AUCTATLHOM yYacT-
Ke HepBa (BbIlLE AUCTabHasH JaTeHTHOCTh) U TeM Huke CITU
10 HEPBHOMY BOJIOKHY, UTO YKa3bIBaeT Ha 00Jiee BhIPAXKEHHYIO
JgeMueMHu3aiuo. Tak, Tiomanb MomnepeyHoro cedeHus JIOK-
TEBOTO HEpBa KOPPEIMpPYET CO 3HAYEHUEM TUCTAIbHOM JIATEHT-
HocTH (KoadduumeHT koppesunu 0,68, p<0,05) u CITN mo
JIOKTEBOMY HepBY (KoadduumenT koppensiuuu —0,76, p<0,05).
[Tnomanp monepeyHoro ceyeHust CPeIMHHOTO HepBa KOppeu-
pYeT co 3HaAYeHMEM AUCTANBHOM JIATeHTHOCTH (KO3((ULIMEHT
koppensimu 0,65, p<0,05) u CITU no cpequHHOMY HEpBY (KO-
s duument koppessauun —0,64, p<0,05). [Tnowans cemanmii-
Horo Hepsa KoppeaupyeT co CITU no 60bliedepLioBoMy He-
pBY (ko3 duument koppensaunu —0,66, p<0,05).

VnbrpasBykoBas kaptuHa B rpynmne LIIMT1 xapakrepuzoBanach
CHIXEHUEM 3XOTeHHOCTHM HEPBOB, 00YCIOBICHHON HAIMYUEM
HEPaBHOMEPHO YTOJIIIEHHBIX IMIIO9XOTEHHBIX KOMIIOHEHTOB,
MECTaMU ¢ HeYETKUMU KOHTYpaMU CUMMETPUYHOTO M ITPOJIOH-
TMPOBAaHHOTO Xapakrtepa (puc. 2, 3).

[Ipu akconanbHoi popme IIMT BblpaxXeHHBIX CTPYKTYPHBIX
n3MeHeHuH nepudepruIeckKux HEPBOB BBISIBICHO HE ObLTO BHE
3aBUCUMOCTH OT CTEMEeHU TSDKECTU KIMHUYECKUX TPOSIBIIE-
Huil 6ose3Hu. [lpu npucoenviHEHUU NEMUETMHU3ALUU OT-
MEeJaoCh CHUKEHUE IXOTEHHOCTH HepBa 0e3 YBETMUEHUS €T
pa3mepa (puc. 4).

[MpuBoAMM KIMHUYECKWII IPUMED PEIKOTO THTIA HAC/IEACTBEH-
HOU TIOJIMHEBPOTIATUHN Y ONVKANIITMX POJCTBEHHUKOB.

Bombuoii II., 22-x jet, ¢ 5-leTHero Bo3pacTa OTMETHJ IO-
sIBJIEHHE ClabOCTH B HOrax, KOTopasi B JajbHEHIeM MocTe-
MEHHO HapacTaia, MPOrpecCUpoBaIM HAPYIIEHUS TMOXOAKU.
B 2005 r. npu obcnenoBaHuu B MeauKo-reHeTUIECKOM LIEHTpe
PAMH BbisiBIeHO HOCUTENBLCTBO MyTaluu B reHe Cx32 (popma
IMT1X). B 2009 r. B cBsI3U ¢ 9KBMHO-BapyCHOM Aedopmariueit
JIEBOM CTOTbI MPOM3BEIEHA KITMHOBUIHAS Pe3eKIMs U 3-CyCTaB-
HOIi apTpoJIe3 JIEBOI CTOIbI ¢ (PMKCALMei CIIMLIAMK U TUTICOBOA
MOBSI3KOM, Jajiee HOCUIT OpToneaUueckyro o0yBb. [TomoOHoe 3a-
GoseBaHUE OTMEYAeTCs Y IsIU U ASAYIIKH MO IMHUK MaTepy.

Hesponoeuueckuii cmamyc. YepernHsie HepBbl — 0e3 MaToso-
rud. CuMMeTpuyHas TUNOTpodUs MBI 00JacTu thenar u
hypothenar ¢ 00eMX CTOPOH, 3amMaaeHUe MEXKOCTHBIX MpOMe-
KYTKOB ThUIbHOI TOBEPXHOCTH 00enX KucTeil. BuipaxeHHas
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puC. 2; JleMUenuHu3MpYIoLLIMiA NPOLIECC: CPEMHHbIA HEPB C HEPABHOMEPHBIM
YTOALLEHMEM dacLKyn (MOnepeyHoe CKaHnpoBatxye, B-pexum).

puc. 3: JlemmenuHi3npyioLLi NPOLIECC: TOT X CPEAMHHbIA HEPB NP NPOAOALHOM
CKaHMPOBaHMM (B-pexim).

Distal

puc. 4: AKCOHANbHO-AEMUENMHIABMPYIOLLLMIA NPOLIECC: OOLLMIA ManoBepLIOBbIiA
HEPB NPy NPOSO/LHOM CkaHMPOBaHWY (B-pexwm). Buato otcytcTaue
BLIDRXEHHOrO YTONLLEHNS HEPBA.

CUMMETPUYHAS TUTIOTPO(MUS TOJIEHEl IO THUITY <«IIepeBepHY-
TBIX OYTBIIOK», C1a0OCTb TBUILHBIX Crubartesieil o0emx CToI.
MEimieuHslit ToHyC He m3MeHeH. CyxoXuIbHbIe pedIeKChl He
BbI3bIBatOTCA. Jleopmanust cTon mo Tumy «mojoit» (D>S),
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9KBMHO-BapycHas ycTaHOBKa ctor. KoopauHaTopHble MpoObl
BBIMIOJTHSIET ¢ JIETKMM MHTEHIIMOHHBIM ApoxaHueM. B mpobe
Pomb0epra cierka mouarbiBaeTcs, TaHAEMHas X0b0a 3aTpyIHE-
Ha. [1pu Xonpbe — ABYCTOPOHHUIA cTenmnax. Jlerkas rumnecresust
TI0 TUTY «HOCKOB», TJIy0OKasl YyBCTBUTEILHOCTD HE HApyIIeHA.
TazoBble (HDYHKLIMU KOHTPOJIUPYET.

Inexmporeiipomuoepagus: TPU3HAKN TEHEPATM30BAHHON TIep-
BUYHO JIE€MUEIMHU3UPYIOIIEH CEHCOPOMOTOPHOU HEeBpabHOM
MaTOJIOTHH.

[To nanubiM Y3H BbIsiBAEHBI AU dY3HBIE TTPOJOHTUPOBAHHbIE
U3MEHEHMsI BCEX MCCIENOBAHHBIX HEPBOB CO CTEPTOCTHIO Ka-
0€JIbHOTO CTPOCHUS ¥ YMEPEHHBIM MX YTOJIILEHUEM TPOTOHTU-
POBaHHOTO XapakTepa, ¢ MpeodnagaHueM CTPYKTYPHBIX U3Me-
HEHUI B MaJIOOEPIIOBOM U JIOKTEBBIX MepUDeprUIecKUX HEPBaxX
CO CHMXKEHUEM 2XOTeHHOCTH (puc. 5).

Pezyaomamuvr IHK-anasuza. MeTonoM mpsMOro aBTOMaThye-
CKOTO CEKBEHMPOBAHUS ITIPOBEAEHO UCCIIENOBAHUE KOIMPYIO-
el mocnenosarenbHOCTH reHa GJBI, mMyTanmum B KOTOPOM
OTBETCTBEHHbI 3a X-CUEIUIEHHYI0 (opMy HacIeACTBEHHOM
MOTOPHO-CEHCOPHOI  Helipomatuu. BrisiBieHa — MmyTanusi
Cys282STOP. 3akmiouenue: IIMT tuna 1X.

O6cnenoBaH TakkKe Agag 00JbHOTO, 47 JIeT.

Hesponoeuueckuii cmamyc. YepernHbsle HEpBbl — 0€3 MaTOJO-
ruu, cumnrtoM MapuHecky-Pagosuya ¢ o06eux ctopoH. Cum-
METpUYHasi TUMOTPOoUs MBILIL thenar u hypothenar ¢ obenx
CTOPOH, 3amafeHhe MEXKOCTHBIX IHPOMEXYTKOB TbLIbHOM
TTOBEPXHOCTH 00eMX KUCTEii; 3aTpyIHEHO MPOTHBOIIOCTABIIE-
Hue | u IV-V nmanbues, nedopmaiiuist 006erx KUCTEl MO TUITY
«00e3bsTHbEl». BHIpaxkeHHas CHUMMETPUYHAS THUIIOTPODUS
TOJIEHEH TI0 TUITY «ITePeBEePHYTHIX OYTHIIOK». ClaboCTh ThUTb-
HBIX crbaTesneii 00eux cTom. MblileYHbI TOHYC He U3MEHEH,
CYXOXMIIbHBIE pedieKchl He Bhi3biBatoTcs. dedopmaiius cron
(«1moyTast» CTOMA), 3KBMHO-BapycHasl yCTaHOBKaA cToIl. Jlerkuit
TPEMOp TMOKOSI U TIOCTYpaJIbHbIA TpeMop Kucteii pyk. Koop-
JIMHATOPHBIE TIPOOBI BHIOJIHSET YAOBICTBOPUTEIbHO. B 1Ipo-

6e Pombepra yctoituus. TaHaemHas xoap0a 3aTpylaHEHa; Mpu
xoap0e — IBYCTOPOHHMIA cTenmnax. [ToBepxHOCTHAs U Ty0O0-
Kasi YyBCTBUTENILHOCTD He HapyIleHbI. Ta30Bble (hYHKIMU KOH-
TPOJIUPYET.

Inexmponeiipomuoepaus U UOABYAMAS  INEKMPOMUODAPUSA:
AHaJIM3 TIOJYYEHHBIX JAHHBIX CBUICTEIBCTBYET O TEHEPAIN30-
BaHHOM CEHCOPHO-MOTOPHOM MOJIMHEHPOIATUN C IIPEUMYILE-
CTBEHHBIM ITOPAXEHUEM ITEPOHEATbHOM TPYIIITbI, TEPBUYHO JIe-
MUEIMHUAZUPYIOIIETO XapaKTepa, ¢ MPU3HAKAMU XPOHUYECKOTO
PEVHHEPBAIIMOHHOTO MTPOLIECCA B MBIIIIIAX.

ITo nannubiM Y3U BbIsIBAEHBI AU(DQY3HBIE TPOTOHTUPOBAHHBIE
U3MeHeHMsI TeprdepruyecKX HEPBOB CMEIIAHHOTO XapaKTepa
C YMEpPEHHBIM YTOJIIEHNEM HEPBOB HIDKHMX KOHEUHOCTEH C
MpU3HAKaMU HEPABHOMEPHOTO pacIIMpeHust (pacluKyIIpHOro
KOMITOHEHTA MPEUMYILIECTBEHHO B CEAATUIIHOM U 00JIbledep-
1IOBOM HepBax (puc. 6). Y malueHTa BbIsBICHA Ta e MyTalus,
YTO 1 Y €ro IUIeMSIHHUKA.

Taxum 00pa3oM, MpU UCCIENO0BAaHUN 000UX POACTBEHHUKOB C
peaKoii HacleICTBEHHOM (PopMOii HEBPOIATHH IO pe3yabTaTaM
V3U Obiv BBISBIEHBI TPOJOHTUPOBAHHBIE MOP(OCTPYKTYP-
HbIe U3MEHEHMS TeprdepruyecKruX HEPBOB CXOXETO XapaKTepa.
OnuHaKoBbII MoeKyIapHbIil fuarHo3 — IMT1X — 6b11 3aTeM
TIOATBEPXKICH U MOJICKYIIPHO-TEHETUUESCKU. DTO HaOII0AeHIE
JIEMOHCTPUPYET BO3MOXKHOCTH Y3U 1151 BepuuKauy Hacies -
CTBEHHOM MPUPO/IbI 00JIE3HU.

Hekotopble 13 0Iy4eHHBIX HAMU JaHHbIX SIBJISIOTCS HOBBIMIM,
A OCHOBHBIE PE3YJILTAThI II0JTHOCTBIO COLIACYIOTCS C OIBITOM 3a-
PYOCXKHBIX MCCIenoBaTeNel (10 CHX ITop 09eHb HEOOIBIINM) 10
naHHoi pobneme [10, 11] .

[TpakTuuecku Bce MpOBEAEHHBIE YIbTPA3BYKOBbIE MCCIEN0BA-
HUSI TOCBSILIEHBI U3YYEHUIO XapaKTePUCTUK Mepudepudeckux
HepBoB npu IIIMTI. Takoit BbIOOp SIBISIETCS JOTUYHBIM, Tak
KaK MMEHHO J3TOT TUI UMEET SIPKYI0 T'MCTOMNATOJOTMUYECKYIO
KapTUHY C BBIPAXXEHHBIMM CTPYKTYPHBIMU U @aHATOMUYECKUMU
M3MEHEHUSIMU 10 CPABHEHUIO C IPYTUMU TUIIAMMU.

pvc. 5 YNbTpasBykoBog M300paxeHue ManobepLiOBOrO HEPBa G YMepEHHbIM yTon-
L{GHVIEM W CTEPTOCTBIO KADEbHOCTI 33 CYET PaclLMpeHmst GacLMKyNAPHONO
KOMIOHEHTA.
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puc. 6: YbTPasByKoBOE 306paxeHie CanamLLHONO HepBa G YMEPEHHLIM YTONLLIEHMEM
MU- W NEPUHEBDMA M CTEPTOCTBIO KAOEMBHOCTH 33 CYET PaCLMpeHVs
VHTECTULMATIBHOTO KOMTIOHEHTA,



OPUTMHAITBHBIE CTATBIA. KnuHwyeckas Hesponorust

B Hamem uccrenoBaHuu ObLIO MOKA3aHO, YTO HA OCHOBAHUU
KAaUeCTBEHHBIX U KOJMYECTBEHHBIX YJIbTPa3BYKOBBIX XapaKTe-
PUCTUK HEPBOB BO3MOXHO BBISIBICHUE JIUIL C JEMUETUHU3U-
pytoium tunom IIMT. VYabrpaszBykoBas kaptuHa LIIMTI xa-
PaKTepU30BaIach CHIKEHHOW 3XOTEHHOCTBIO 1O CPABHEHUIO
¢ IIMT?2 u rpynmnoit kouTpossi. KonuuecTBeHHast XxapakTepu-
cruka [IIMTI roBopuT 0 ABYKPATHOM YBEJUUYEHUU IMOTEPEY-
HBIX pa3MepoB HepBOB Mo cpaBHeHuUIo ¢ [IIMT?2 u KoHTposeM.
braromapst 3TUM 10CTaTOUHO YETKUM OTIMYUTESbHBIM OCOOEH-
HOCTSIM BO3MOXHO ucrnoib3oBaHue Y3 B nuddepeHmab-
HoW nuarHoctuke pasznmuuHbix noatunos IIMT. Kpowme Toro,
nockosbky LIMT1 cocrabnsier okono 80% ot Beex LLIMT, cy-
LIECTBYIOT MepcrekTuBbl npuMeHeHus Y3U B nuddepeHiu-

CrycoK JIUTepaTyphl

1. Jlesun O.C. Ionuueiiponatuu. M.: MUA, 2005.

2. Hnnapuowrun C.H., Heanosa-Cmonsenckas H.A., Mapkosa E.JI.
JHK-auarHocTnka ¥ MeAMKO-TeHETUYeCKOe KOHCYJIBTUPOBAaHUE B
Hesposioruu. M.: MUA, 2002.

3. Banchs L., Casasnovas C., Albert A. et al. Diagnosis of Charcot-Marie-
Tooth disease. J. Biomed. Biotechnol. 2009; Article ID 985415: 1—10.

4. Barisic N., Claeys K.G., Sirotkovic-Skerlev M. Charcot-Marie-Tooth
Disease: a clinico-genetic confrontation. Ann. Hum. Genet. 2008; 72:
416—441.

5. Bernard R., De Sandre-Giovannoli A., Delague V. et al. Molecular
genetics of autosomal-recessive axonal Charcot-Marie-Tooth
neuropathies. NeuroMolecular Medicine 2006; 8: 87—106.

6. Bianchi S. Ultrasound of the peripheral nerves. Joint Bone Spine
2008; 75: 643—649.

7. Cartwright M.S., Brown M.E., Eulitt P. et al. Diagnostic nerve
ultrasound in Charcot-Marie-Tooth disease type 1B. Muscle Nerve
2009; 40: 98—102.

13

Knmumxo-ynmpa%yxoaue COMnoCTaBNeHNa NP1 HAaCNeCTBEHHBIX HEBPOMATUAX

anbHOl nuarHoctke IIIMT ¢ npyruMu HacneACTBEHHBIMU U
MpUOOPETEHHBIMU TOIMHEBponaTusiMu. OHAKO 3TO TpedyeT
MOATBEPXKACHUSI W TIPOBEACHUSI OTIAEIBbHOTO WCCIEeNOBAHUS.
Bo3MmoxkHo Takxke ucnojb3oBaHue Y3U 11 CKpUHMHIra pofi-
CTBEHHUKOB OOJIbHBIX B OTSTOILEHHBIX CEMbSIX Ha MPEAMET He-
00XOIMMOCTHU MPOBEAEHUST Y HUX JOPOTOCTOSIILETO TeHETUYe-
CKOTO MCCIIeIOBAHMS.

[TonyyeHHbIe HAMM JaHHBIE MO3BOJSIOT paccMatpuBath Y3U
nepudepuyeckux HepsoB npu IIIMT kak uHdopMaTUBHBIN U
JUarHOCTUYECKU 3HAYMMBbIi METO/I, TOMOTAOLIMIA B TOCTAHOB-
Ke MpaBUIbHOTO AMATHO3a.

8. Fabrizi G.M., Cavallaro T., Angiari C. et al. Giant axon and
neurofilament accumulation in Charcot-Marie-Tooth disease type
2E. Neurology 2004; 62: 1429—1431.

9. Heinemeyer 0., Reimers C.D. Ultrasound of radial, ulnar, median and
sciatic nerves in healthy subjects and patients with hereditary motor and
sensory neuropathies. Ultrasound Med. Biol. 1999; 25: 481—485.

10. Martinoli C., Schenone A., Bianchi S. et al. Sonography of the median
nerve in Charcot-Marie-Tooth disease. AJR 2002; 178: 1553—1556.

11. Pareyson C., Marchesi D. Diagnosis, natural history and management
of Charcot-Marie-Tooth disease. Lancet Neurol. 2009; 8: 654—667.

12. Sereda M., Griffiths 1., Piihlhofer A. et al. A transgenic rat model of
Charcot-Marie-Tooth disease. Neuron 1996; 16: 1049—1060.

13. Thomas P.K. Overview of Charcot-Marie-Tooth disease type 1A.
Ann. N'Y Acad. Sci. 1999; 883: 1-5.

14. Ziichner S., Vance J.M. Molecular genetics of autosomal-dominant
axonal Charcot-Marie-Tooth disease. NeuroMolecular Medicine 2006;
8:63-74.



Tom 8. Ne 42014

www.annaly-nevrologii.ru

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)
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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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