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2. Xabapoeck

HacnencTBeHHble  MOTOPHO-CEHCOPHBIE  HEBPOMNATHH
(HMCH) — rereporennas rpynna 3a6oneBaHui, xapakTepu-
3yIOLMXCS TIOpakeHHEeM OCEBOTI0 LIWJIMHIpPA W MUETHHOBOM
obosiouku nepudepuiecKux HepBOB, UMeoIlas HauboIb-
1IYIO pPacnpOCTPaHEeHHOCTh Cpeid HacIaeACTBEHHbIX Oones-
Heil HepBHOW cucreMbl [3, S]. KinunHnuecku BbIABAAIOTCA
cnabocTh, CHIWKEHUE TOHYCa U aTpodus IUCTANBHBIX MbIUILL
HOT, YrHeTeHHe CYXOKWIbHbIX peJiekcoB (B MepByto oye-
pezib - aXWJIOBBIX), HapylLIEHHEe 4yBCTBUTEILHOCTH I10 MOJH-
HEeBPUTUUECKOMY THUITY pas3iu4HON CTENEeHU BBIPaKEHHOCTH,
KOCTHBIE AedopManms CTOMN, KUCTEH, NMO3BOHOYHMKA, CTer-
nax, rnpeobnagaHue IBUrATENbHBIX HApYIIEHUIl HAjJ 1yBC-
TBUTEAbHBIMH, NPOrpecCcUpyIownid THn Teuenns [2, 4, 6-8].
[To3xe npucoeannaoTes cnadbocTh ¥ aTpodus QUCTANIBHBIX
0TaeNoB pykK, Aedopmarus kucredt [10, 12].

Beinensror HMCH [ tuna (nemuenunuzupyromas ¢op-
Ma) 1 akcoHasbHblil BapuanT HMCH II Tuna [9, 14]. ®yn-
KUMOHANBHBIA NeQUUUAT MpU AeMUeTHHU3UpYowed dopMe
HMCH saBnsercd pe3yabTaToM NOCTENEHHOrO Pa3BUTHs BTO-
pUYHOH akcOHaNbHOM nereHepauunu [11, 13].

Onexkrponeitpomuorpadus (IHMI') umeer BaxHYI0 poib
B QMArHOCTMKE HEPBHO-MblLIeuHbIX 3aboneBanuii. Ocoben-
HO BEJIMKO 3HaYeHHe CTUMYIAUHOHHONH DMI B 1MarHocThke
HMCH, t.k. oHa noszoasier pazrpanuuuts [ v II tunst HM-
CH, 4yT0 BecbMa BaykHO JU1s IPOBEAEHHUS MOJIEKYJIAPHO-TeHe-
THYECKOH auarHocTuku [1, 6].

B Xabaposckom kpae BbisieHst 155 6onphbix HMCH
I n Il Tunos, cpennuii Bospact cocraBui 36,46+1925 r. (2
uen. 91 r.), MmyxunH — 89, weHwMH — 66 yen. B Hawewm nc-
cnenosanun rpynna HMCH I tuna Bxmtouana 57 OosibHBIX,
cpeanuit Bozpact 36,89+18.,65 r. (2 yen. 76 ner), My)uuH
— 32, weHuwuH — 25 yen. BoisBaennt 54 AJ] ceMeiHbIX
cayuaes (15 cemeit), 3 cnopaguueckux. bonbubix ¢ HMCH
II Tuna 6ewno 98, cpenuuit Bozpact 36,39+£18,67 r. (3 yen.
91 1.), My)uuH — 57, xeHinn — 41 den. Cpean GosibHbIX
NaHHOW rpynnbl ceMeiinbix AJ] cnyyaes Ob110 73 (24 ceMbh),
AP cnyuaes — 3, ciopanuueckux — 22 GONBHBIX.

Cpean Sonphbix ¢ HMCH I tna 6pi1o 35 yen. (61,4%)
¢ HMCH IA (CMT IA), nocKoJbKY NpH MOJIEKYJIAPHO-TeHe-
THYECKOM HCCNENOBAHUU B 3TUX cliyuasx Obiia oOHapyxeHa
aynivkanus Ha xpomocome 17p11.2-p12. DHMI' nposoau-
Jlach Ha YeTbIpeXKaHaNbHOM DneKTpoHeipomuorpade-4 dup-
mbi «Hetpocodym (r. Msanoso). Mccnenosanue binosinero y
40 6oabHbIx ¢ HMCH I tna u 77 6onsnbix ¢ HMCH 11 Tuna.

V 2 6onbubix (5,0%) ¢ HMCH | tuna srispiena 61okana
NPOBEZIEHHs UMITY/IbCa T10 CPeAMHHOMY HepBy, Y 8 (20,0%)
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Pesome

IlpoBeaena aexktponeiipomuorpadus (YHMI') 40 60.16-
HbIM ¢ HACIeACTBEHHOH MOTOPHO-CEHCOpPHON HeBponarTuei
(HMCH) I tuna n 77 6oabnueim ¢ HMCH II tana. B rpynne
6onbHpix HMCH 1 THIa nOMHMO XapakTepHbIX NMPU3HAKOB
AeMHeJMHH3ANMK (YBeauUyenne aaTedTHocT M-0TBeTOB, CKO-
pOCTH pacnpocTpaHeHHsi BO30Y/KAeHHsl 0 HepBaM BEPXHHX H
HUKHUX KOHEYHOCTeH) BbIAIBIAAIOCH BTOPHYHOE AKCOHAIbHOE
nopaskenue (CHIWKeHHe aAMIUIMTYAbi M-0TBEeTOB NpH CTHMY-
JISILMK HepBa B MPOKCHMAJIBHOI Touke). B rpynne 60.1bHbIX
¢ HMCH II Ttuna noMumo XapakTepHbIX NPH3HAKOB AKCO-
HAJILHOTO NOpPAZKeHHs1 (3HAMHTEbHOE CHUKEHNE AMILINTYAbI
M-0TBeTOB NPH CTHMYJSILUH HEPBOB) BhISIBJIEHbI MPH3HAKH
BTOPHYHOI AeMUEIUMHM3AUNY B BUAC YBEAHUYEHHS Pe3uaAyadb-
HO# JIATEHTHOCTH,
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Summary

Electroneuromyography was performed in 40 patients with
hereditary motor-sensory neuropathy I type, in 77 patients —
with II type. Secondary axonal changes (M-answer amplitude
decreasing in proximal stimulation), in addition to character-
istic demyelinisation signs (M-answer latency, speed conduc-
tion impulse increasing) were checked in the group of patients
with hereditary motor-sensory neuropathy I type. Secondary
demyelinisation signs as well as primary axonal signs (severe
M-answer amplitude increasing) were noted in patients with
hereditary motor-sensory neuropathy II type.

— 10 JIOKTEBOMY HepBY, Y 29 (72,5%) — no manobeposo-
My HepBy, y 25 (62,5%) — no Gonbuiebepuosomy. M-otBeT
TIpH CTUMYJISILIMK HEPBA TOJIBKO B IMCTAJIbHO TOUKE BHI3bl-
Bajica y 2 GonbHbIX (5,0%) npH CTUMYIALMH CPEAUHHOIO
Hepsa, y 1 (2,5%) — npu cCTUMYAALNH JOKTEBOTO HepBa, y



Tabnuya 1

Iokazarean crumyasiunonnoiit SMI" npu HMCH I tuna

HMCH 1 A A Beero
HEyTOYHEHHbIe

Toxasarens cpenuH- | nok- |cpemuH-| nok- | cpeauH- | Jok-
HbIH | TeBOH | HBIH TEBOH HBIH TEBOi
Hep | Heps | Heps HepB HepB HepB
JlareHTHOCTb, MC 9,77 6,79 8,62 6,78 9,08 6,79
- AMCTaNbHAas +317 | £2,54 | +4,18 | +4,52 | +3,80 | £3,80
20,60 |20,04 | 18,88 | 15,85 | 19,52 | 17,31
- MPOKCHMANIPHAA | 16 95 | 272 | +4,51 | 645 | +551 | 5,74
JinntensHocts, Mc | 14,06 | 14,41 11,80 12,06 12,72 12,97
- AUCTANbHAS +500 {4528 +£303 | +423 | £404 | +473
1517 [ 1494 12,03 | 11,62 | 1320 [ 12,78
" MPOKCHMANLHAR | 1606 | +7,47 | +3,39 | 333 | +4,74 | £524
Amnautyna, MB 0,89 1,89 1,66 1,58 1.33 1,70
- IMCTanbHas +0,13 | 0,66 | +0,81 | 0,76 | +0,59 | 0,65
. . 0,92 1,27 1,34 1,53 1,18 1,44
- IPOKCUMATRHAR | 457 | £090 | +1,08 | £0,62 | +0,74 | +0,71
CPB. w/ 21,74 119,86 | 21,34 | 30,65 21,48 26,9
MG +9.08 |+648 | +6,53 | 5,83 | +7,36 | 6,07
Pe3unyaneHas na- 6,45 4,71 7,13 4,66 6,83 4,68
TEHTHOCTB, MC +2.18 | £1,71 | +440 | +2,83 | +£3,53 | +2,36

5 (12,5%) — npu cTuMynsauuu 6oJibie6epoBOro HepBa 1
y 5 (12,5%) — npu cTUMY UMK Mao6epLoBOro HepBa.

BoisiBnignoce  yBejauueHue JaTeHTHocTted M-0TBeTOB,
JUIMTENbHOCTH M-OTBETOB IpH CTUMYJISALMM HEPBOB BEpX-
HUX M HWKHUX KOHEYHOCTel. JJucTanpHas JTaTeHTHOCTh MpH
CTUMYJISILMK CPEAMHHOTO HepBa cocTaBuiaa 9,08+3,80 Mc ¢
pas6pocom ot 4,50 1o 17,50 mc (B Hopme 3,50+0,10 mc), npu
CTUMYJISLIMKM JIOKTEBOro Hepsa — 6,79+3.80 mc, pasdpoc
3,50-15,40 mc npu HopMe < 4,50 Mc. AHaJIOTMUHbIE H3MEHE-
HUs HAOJIOAAINCH NPH CTUMYJIALIMK ManoOeploBOro HepBa
(13,10+4,16 mc, pazmax 7,00-20,00 mc, Hopma < 5,90 mc) u
Gonbliedepuosoro Hepsa (11,82+4,96 mc, pasmax 5,12-21,10
Mc, Hopma < 7,20 mc) (tabn. 1, 2).

BuisiBnsaock CHWKeHWe aMIuntyabl M-oTBera, Oonee
BbIPDOKEHHOE NPU CTUMYJALMM HEPBOB B IPOKCUMANbHBIX
oTAeNax B CpaBHEHUM C JIMCTAJIbHBIMHUI 1 CPeAMHHOTO
HepBa aMmIuTyna auctaibHas cocraBuna 1,33+0,59 B,
npokcuManibHas — 1,18+ 0,74 mB; nna nokrteBoro Heppa
IWCTallbHas aMIuiMTyaa cocrtaBuna 1,70+0,65 mB, npox-

cumanbHas — 1,44+0,71 MB; ans manobepuioBoro Hepsa
nuctanpHas amrmMtyna cocrasuna 0,87+0,29 MB; npokcu-
mansHas — 0,71+0,07 MB; nna Gonbmedepuosoro Hepsa
IycTanbHas amruTyaa coctaBuiaa 0,54+0,18 mMB, npokcu-
manbHas — 0,38+0,17 mB.

OTMedanoch CHH)KEHHE CKOpPOCTH pacrnpoCTpaHeHus
B036YskaeHus (CPB) (cpenunnblit Heps — 21,48+7,36 m/c;
JIOKTEBON HepB — 26,90+6,07 m/c; ManobepUoBeIii HEPB —
23,30+4,26 Mm/c; GonbluebepiLioBblit HepB — 25,33+5,97 m/c),
yBeNMYeHHe Pe3uayanbHON JaTeHTHOCTH (CPEIMHHBIA HepB
— 6,83+3,53 mc; nokreBoit HepB — 4,68+2,36 Mc; maio-
GepuoBelit HepB — 15,63+3,00 mc; GonblebepuoBbIi HEpB
— 2,86+0,88 mc).

V 6oabubix ¢ HMCH II tuna 6yokana nposeneHus 1o
CpeNMHHOMY HepBY ompejesnack y 2 0onbHbIX (2,6%), no
JIOKTEBOMY HepBy — Y 2 (2,6%), no manobepLoBoMy — y
33 (42,9%), no donbuiedbepuoBomy — y 24 (31,2%); M-ot-
BET MpH CTUMYJISILIMK HEpBa TOJbKO B JHMCTAJIbHON TOYKE
BbI3bIBaJICA Y opHoro OonbHoro (1,3%) mpu cTUMYIAUUH
cpeauHHOro HepBa; y 9 6onbHbix (11,7%) — npu ctumyns-
uuu MasoOeproBoro HepBa; y 4 6onbHbIX (5,2%) — npH CTH-
MyJ1aUMu 00Jb11eOepLOBOro HEPBA.

JlatentHoctn M-otBetoB y GonbHbix HMCH I Tuna
COOTBETCTBOBAIIM HOPMaJbHbIM 3HAYEHHUAM, JJIUTENIbHOCTH
M-oTBeToB OblIM YBenuueHs! (Tadu. 3). HopmanbHele noka-
3areNy JUIMTeNbHOCTH M-OTBETOB: /i CPeIMHHOrO HepBa
— < 7,60 mc, nokreBoro — < §,00 Mc, ManoOepuoBoro —
< 8,50 mc, bonbiedeprioBoro — < 8,00 mc.

AMnuTyapl M-0TBETOB NpPU CTUMYJISILIMM HEPBOB Bep-
XHHUX KOHEYHOCTe# ObLIM B HOpMe: AMCTajlbHAs U MPOKCH-
MaJibHasi aMTUIMTYbl MPU CTUMYJSIUMH CPEIMHHOrO HepBa
coctasuin 6,08+4.72 1 4,89+3 83 MB COOTBETCTBEHHO; NpH
CTUMYJIILMK JIOKTeBOro HepBa — 6,49+5,38 n 5,51+4,9 mB
COOTBETCTBEHHO. OTMEYan0Ch 3HaUMTEIbHOE CHH)KEHHE aMIl-
JIUTY bl TIPY CTUMYJIALIM HEPBOB HIJKHMX KOHEUHOCTEN: A7
Manio0epllOBOr0 HepBa IMCTalbHAs aMIUIMTY[a COCTaBUJIa
1,21£0,93 mB, npokcumanbhas — 1,19+0,97 mB; nns 6onb-
me0epoBOro HepBa AMCTadbHas amniauryna — 1,86+1,71
MB, npokcumanbhas — 2,07+1,75 MB (1aba. 3). [Tokazatenu
CPB 11 HepBOB BEpXHHX M HHKHUX KOHe4dHOCTel Oblau B
Hopme (51,83+9,11 m/c— s cpeannHHoro Hepea; 52,14+8,19
M/c — nia lokteBoro; 46,08+8,91 m/c — s manobepuoso-

Tabnuya 2
Mokazatean crumyasiunonnoii IMI" nppy HMCH I tuna
HMCHTA HMCH I HeyTouHeHHbIe Beero
Mokasarens manoGepuoBelii | GonblueGepuosbiii | ManoGepuosbiii | GonblueGepuosbiii | ManoGepuosblii | Gonblebepuossiii
HEpB HepB HepB HepB HepB Heps

JlaTeHTHOCTDb, MC - - S )
- nneTansmas 14,53+4 45 11,47£5,14 11,68+3,88 12,30+5,15 13,10+4,16 11,82+4,96
- NpOKCHMasbHAs 32,95+2.62 26,10+8,34 25,01%1,32 28,92+6,25 30,304+4.95 28,11+6,29
J1n n CTh, MC 2 & &
Jq‘]‘l':;::::;b ME 14,466,65 10,7445 .51 9,17+1,04 13,3042.35 12.7146.60 11.81+4,50
- NPOKCHMaIbHaR 9,83+3,36 6,65+2 .31 13,20£2,55 12,89+2,94 11,5143,12 11,85+3,66
Amnuntyna, MB 5
g e I 0,31£0,17 0,2840,17 1.440,43 0,870.20 0,87£0.29 0,54+0,18
- MPOKCHMaNbHAas 0,20+0,05 0,23+0,16 1,2340,11 0,44+0,20 0,71+0,07 0,38+0,17
CPB, m/c 28,55+4,65 25,10+3,82 12,80+3,41 25,42+7,05 23,30+4,26 25,33+5,97
Pesnayanbhas naTeHTHOCTb, MC 15,20+410 3,48+1.53 16,50+2,53 2,24+0 47 15,63+3,00 2.86+0,88
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Tabnuya 3
Mokazarean crumyasunonnoit IMI y 6oabnpix HMCH 11 Tina
Cpennn- | Jloxteso# | Manobep- | Bonbmebep-
Horn HbIH HEPB HepB LOBbIH HEPB | LOBBIH HEPB
MatenthocTs, MC | 3 9441 06 | 3,1421,34 | 5154233 | 584176
- IMCTANBHAs
- npokcumansHas | 8,19+1,92 | 8,08+1,95 | 12,80+3,36 | 15,24+4,96
AnutensnocTs, MC | 15 3.3 26 | 13,48+4,27 | 11,12¢4,15 | 11, 77£3,57
- ANCTAJIbHAS
- npokcumanshas | 13,07+£3,03 | 13,46+4,07 | 11,49+4,33 | 11,53 £3,46
Amnnutyna, MB | ¢ he14 9 | 6494538 | 1212093 | 1.86+171
- AUCTAlbHAA
- npokcumansras | 4,89+3 83 | 5514490 | 1,1940,97 2,07+1,75
CPB, m/c 51,83+9,11 | 52,148,191 46,088 91 |43,14+11,80
RelRysRu 2,73+1,03 | 1,78+0,72 | 3,36+1,33 | 3,00+1,53
NaTEHTHOCTb, MC

ro; 43,14+11,80 m/c — ans Gonsuiedepiiororo). [Tokazatenu
pe3MAyaNbHOMA NTaTEeHTHOCTH 1 CPeIMHHOr0, Maio6epLoBo-
ro, 60s1b11e6epLOBOro HepBOB ObLIH YBenuueHsl (2,73+1,03;
3,36+1,33; 3,00+1,53 Mc COOTBETCTBEHHO); A/ JIOKTEBOTO
HepBa He u3MeHenbl (1,78+0,72 mc).

Taxum obpazom, nis HMCH 1 noMumo xapakrepHoro
JUI JaHHOTO TUNa HeBpomnaTuu cHuxkenusa CPB no HepBam
BEPXHHX M HHIKHUX KOHEYHOCTEH ObLIH BBIABIEHBI MPH3HA-
KM BTOPUYHOIO aKCOHAJIbHOrO MOpaXKeHHS HepBOB (1eMH-
eJIMHN3UPYIO1lle-aKCOHaNlbHOe nopaxenue); npu HMCH 11
NOMHUMO MEPBMYHOrO AKCOHAILHOTO MOpaXeHus HEPBOB
Onpenensnocy BTopuuHoe cHuxkeHue CPB no HepsaM Hux-
HHX KOHEYHOCTeH (aKCOHa/IbHO-IEMHENUHU3UPYIOILEE M0-
paxxenue). Kpome Toro, kak BUIHO W3 BBILIEH3JIOKEHHOTO,
OHMI urpaer kmo4eByl0 pojb B MPOBENEHUH MEAHKO-Ie-
HETHYECKOro KOHCYIbTUpOBaHHs Ans 6onbHbix ¢ HMCH.
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