Hacnen-
CTBEH -
- -~/ HbIE MO-
TOPHO-CEHCOPHRIE  HEBPOIATHHU

(HMCH), unu 6onesus Iapko —
Mapu — Tyra (IMT), — obmmpHas
TeTEpPOreHHAA IpyMa 3aboesanmii, xa-
PaKTCPH3YIOIAACS IOPAKEHUEM NEPH-
depuyeckux HepsoB. Kimuuyeckas
KapTHHA 9TUX 3a00eBaHMRt BKIIOYAeT
CEMMETPHYHYIO NPOTPECCHPYIOIYIO
cnabocts M aTpodUIO IHCTANBHBIX
MBILIL{ KOHCYHOCTEH, THIIO- H apedex-
cHio, yacTyi nedopMauHuio cTON MO
THNY Pes cavus, CeHCOPHBIN neduimr,
Onucann popmei HMCH ¢ ayrocom-
HO-ZIOMHHAHTHBIM, ayTOCOMHO-peLec-
CUBHBIM, X-CLEMJICHHLIM PeLecCHB-
HeIM, X-CUEMIEHHHM AOMUHAHTHBIM
THnaMu Hacnegopanus [3, 4]. Haubo-
n6E PACTIPOCTPAHEHH B IIOIYAALNYU
HMCH I u II Tunop (aemuenvHu3u-
PYIOLIETO ¥ HEHPOHAILHO-aKCOHANBHO~
ro) [4].

ITpu HMCH 1 tvna nMeercs cHu-
XEHHE CKOPOCTH TNPOBEACHUS HUMITYIIb-
ca (CII) ¢ BepxHe#t rpanuueit ans
MOTOPHBIX BOJIOKOH CPEAMHHOIO HEPBA
38 M/c M NPH TUCTONMATONOTHYECKOM
HeenepopaHuK 6uoncum nepudeprdec-
KUX HEPBOB BHUIRIACTCA UHTCHCHBHAsS
CCTMCHTADHAS f¢- ¥ PEMMCIMHU3AUMA,
MIpu HMCH {1 tvna onpegnensiercs ner-
K0e CHMXKeHme win HopMmareHas CIHA
(bonee 38 m/c) [3].

HMCH — renetH4ecku rerepores-
Hoe 3abonepanve. ['eHBI, HeTEpPMUHN-
pylOlHEe pa3BUTHE AOMHUHAHTHBIX
HMCH Ia, Ib u Ic Tunos, HMCH Ila,
Ilb 1Id w Ile TvmoB ¥ ayrocoMHo-pe-
ueccusoi HMCH pasnnunn Mexmy
¢oB0H 1 334aCTyIO JIOKAJM30BAHb! B Pa3~
JmuHBIX xpomocoMax [8}. Myrauun B
HEKOTOPBIX U3 HHX OTBETCTREHHB! TAKKE
3a cunapoM Jdexepuna — CoTtra, BpOX-
IEHHYIO TUTIOMMEIVIHM3ALMIO, Hacled-
CTBEHHYIO HEBPOTIATHIO CO CKIIOHHOCTBIO
K napanuyaM ot caasieHus [8].

ONHUCaHHBIE IeHb! KOXUPYIOT Oesnxu
¢ paamvyHpIMu GyHxuwsMa. TIpu ayro-
COMHO-IOMHHAHTHAIX HEBPOMNATHAX Ha-
GmopaeTca HapyuIeHHE CTPYKTYPHL MHC-
NMHOBBIX KOMIIOHEHTOB, HPH ayTOCOM-~
HO-PELIECCHBHBIX HEBPONATHUSAX OOHADY-
XUBAIOTCA AeGEKThl B MEXAHM3MAaxX Kie-
TOYHOTO pocTa, mudidbepenumpoBky [12).

TTpu ayrocOMHO-IOMUHAHTHOH dop-
me HMCH [ Tuna y 2/3 GosnpHbix niep-
BHiE NPU3HAKK GONE3HN NOABISIOTCA B
[IEPBOM JECATHIETHH XH3HY, B 1/4 city-
ygeB — BO BIOpPOM gecarwierud. Bos-

T.H. ITpockoxona

HACJIEOICTBEHHAA
MOTOPHO-CEHCOPHAS HEBPOIIATUA I TUIIA,
AYTOCOMHO-TOMWHAHTHAA ®OPMA ‘

Hanvhesocmounbiii eocyoapcmeennbili meduyunckuii yuueepcumen, 2. Xabaposck

HUKaeT C1ab0CTh B HOTaX IpH JAMTe b~
HOIt Xouwp0e, TI0 MEepe NporpeccupoBa-
HUs 3a0071eBaHMA NOX0IKa nprobpera-
€T XapakTep “MIETYLUIMHON” (CTermmax),
arpoGuyu MBI BHI3KBAKOT AeopMma-
MK cron (monas croma, ¢bpugpekxosa
crona) M xucrei. Hexoropnie uccne-
IOBATe/IN CYUTAIOT KOCTHBIE AedopMa-
UMHA CTON OOAUTaTHBIM TIPH3IHAKOM
HMCH I Tuna {4]. ITpakTvtecky ¥ Beex
60bHbIX BLIABIACTCS PAHHEE CHYDKEHHE
aXWUIOBBIX pedrnexcos. YacTeIM nposs-
JIEHHEM JAHHOTO THUIIA HEBPOINIATHH SAB-
JFIOTCH HApYyIIEHHS TOBEPXHOCTHOH U
rny6okoi#t yyscTBuTensHOCTH. Y 1/3
6GONBHHIX BBHIABAAIOTCA TMIEPTPOOUN
1iepuhEpUYECKIX HEPBOB, BETCTATHBHEIC
paccTpoiCTRa.

TlpoBeneHo xIMHMYECKOS U 3ACKT-
poMuorpapuyeckoe o0caeH0BaHNE ABYX
cemel ¢ ayToCOMHO-A0OMHHAHTHOH (op-
Mot HMCH 1, npoxusatomux B Xaba-
POBCKOM Kpae.

CornacHo reHeUTOrMYeCKM JaHHbIM
(puc. 1) B ceMbe K. Ha MOMeHT 0GCre~
JOBAHUA XUBBLI 7 DONBHERIX, U3 KOTOPIX
obcnenosannt 3 yen. (ogHa 6oMbHAN OT-
Kasanach OT OCMOTpa, ApYroi HaXOmwr-
CA B MECTax JMIIEHUS CBOGOMBI, CBERE-
HUA O HHMX TIONY4eHB! OT POACTBEHHM-
KOB). BepoATHO, HOCHTENIEM MATONOTH-
4EeCKOI'O IeHa SABIUICH WicH ceMby I-1,
KOTOphii normd BO BpeMa Besmixoit
OreyecTBEHHON BOMHBI B MOJOAOM BO3-
pacre; ero xeHa (I-2) ymepna B Bo3pac-
Tc 82 ner, Heponorvyecku Gbiia 3no-
posa. IIpu ocmorpe wiena cembu IV-8,
13 7ner, He NpenbARIABIIETO Xajlob M

CYMTABLICTO Ce0 3M0POBLIM, BRISBICHO
OTCYTCTBHE 2XIULIOBbIX PedUIEKCOB W CHH-
XKEHKHE KAPIIOPANHAILHBIX, YTO O3B0~
€T JUATHOCTHPOBATH MPEKIHHUUYECKYIO
dopmy Gorezun.

OCHOBHBIM ¥ OOL{MM IUIST BCeX K-
HHYECKNM TIpOsiBNeHueM 3aboneBaHus
6p1 MEMJIEHHO NPOTPECCUPOBABUIK
TUCTATBHBIN Nape3 HIKHUX KOHEYHOC~
teit. Bospact Hayana Gone3Hy Baphu-
posaii ot 20 g0 62 yer. Y MyXKumH 1ep-
BbHIMH CHUMITTOMaMM OsUIM CTAIMBAIO-
me 6071 B MKPOHOXHEIX MBILIIIAX MTPH
GU3UYECKOR Harpyske, Y XCHIMMH —
cnaboctb B Horax. TpeMop Najablic
PYK BrisBIieH Tonbko y 1I-1 n I1-3, uys-
CTBUTEJIBHBIE pPacCTpOHCTBa (Hapyuue-
HHE MOBEPXHOCTHOH u InyBoKoi qyB-
creuteapnocty) — y II-1, I1-3 u III-
6, HapylleHme TONLKO BUOPALMOHHON
YyBCTBUTENBHOCTH — y IV-3. ¥ Beex
BONBHBIX AUATHOCTHPOBAHO ILTOCKOCTO-
Tive, NOPaXEeHUs BEPXHUX KOHEUHOCTEH
OTCYTCTBOBAIH.

IIpn snexrpomuorpaduyeckom uc-
cnegoBaHuy y GonsHoro IV-8 ¢ mpe-
KIMHNYECKMMY NposBIeHUAMHU 3a60ie-
sanvs CITH no mManobeprioBsiM, Gob-
1weOepLoBbIM HEPBaM OKa3alach B Ipe-
genax Hopmal. ITokazarenu uropya-
ToH DML (MccrnenoBadsl nepesHue
GonbuIeOEPIOBHE MBILILBE) ObLIM TakK~
K€ HOpPMaJbHBIMHA. Y ocTanbHEIX 4
GONBHBIX HMEJIOCh TPYDOE HapylleHUE
MPOBOAUMOCTY 10 HEPBAM HIDKHHX KO-
HEYHOCTEH, npy uroasyaroit IMI on-
PpEACIIANNCDH NPU3HAKHA JCHEPBALUKOHHO-
ro npouecca.
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Puc. 1. Popocnossas ceMb K. Jduarnos: HMCH 1 tuna,
ayTOCOMHO-IOMUHaHTHas dopMa

Ilpumenanue. | — NIMYHG OCMOTPCH.
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Puc. 2. PonocnopHast ceMbu P.
Huarnos: HMCH I tTuna, ayrocomHO-
JoMHuHaHTHast dopMa
ITlpumewanue. | — JTMYHO OCMOTPEH.

Y MyxuMH TedecHHUE 3aboneBaHuUsA
ObUIO B HEJOM GoJice TXKENLIM. Y HHX
oTMeyeHs! Gonee paHHHM BO3pacT Ha-
yanga Gosresuu (13, 19, 20 yer), yeM y
xeHwuH (30, 62 roma), Gomee rpybuie
atpobuu Moy rojeru, Gonee OBICT-
poe HapactaHue mape3oB, 6osee BbIpa-
JXKCHHBIC TIPM3HAKH ACHCPBALHOHHOTO
npouecca o gaHHeM IMI (y Myxunu
~ III-IV crapuu JeHCPBaLIMOHHO~PEUH-
HEPBALMOHHOIO MPOLLCCa, Y KEeHLIUH
— I-11 cragum). Ilo paHHBIM nUTEpATY-
peI, ayrocomMHo-moMuHantHas HMCH
TSDKeNee TIPOTEKAET ¥ MyXYUH, IIPUYH-
HBI 3TOTO I10Ka HE YCTaHOBJIEHH 3].

Bo Bropoit cembe P. uMewTes 5 xu-
BbIX 6ONBHBIX, 00CIEN0BaHb 3 WICHA ce-
Mbu (puc.2). Bospact Haganma 3abosne-
BaHuA y Tpex cubcos — 11 mer. ¥V 1I-1
NEPBHIM CUMITTOMOM ObLna cimaGocTe B
Horax, y I11I-2, III-3 — pedopmauns
cron. BHyrpucemeiiHoe pasHooGpasue
3a00eBaHuA AEMOHCTPUPYET TeUeHHE

6osnesuy — y I1I-1 oHO Gosiee MeITeH-
HOE; CPEeAX ABYX OHHOAMUEBbIX Oi1M3He-
OB CHMI/ITOMAaTHKa MEHee BhIpaXeHa y
111-3 (mMenee rpybuie aedopmanmu crom,
aTpodu¥, YyBCTBUTEIbHBIE Hapyllie-
HUA). Y 0601x 61M3HELOB UMeIICS TpyI-
Ho#M kxudo3, kuneBnaHasa gedopMariust
rpyoHoit knetku. Iloctypanbsubiil Tpe-
MOp TIABLEB PYK BHISIBJIEH TONLKO Y
11I-2. Pasnuyus KaCUTHCh M Xapakrepa
MOpaXeHUs1 BEPXHUX KOHEYHOCTei: y
1II-1, HecMOTPS Ha MEHBIIYIO CTeNeHb
MOPaXEHHS HIDKHUX KOHEYHOCTeH, Ha
MOMEHT OCMOTpa MMEJNINCH JieTKas cJia-
60CTh NPUBOXALINX, OTBOMSALUMX MaTb-
bl PYK MBIHIL, TUNOTPOGMUSA TeHapa H
runorenapa; y [I1-2 pyxu 6uy unTaK-
tHbI; y 111-3 oOHapyxwuBanach runoTpo-
(us TeHapa U IENOTeHapa.

ITo paHHBIM CTUMYJISUMOHHON M
uronpyaroin OMI y Bcex tpex cubcor
0OHApYXeHb! aHAIOTHYHbIC M3MEHEHUS:
HapyleH1e MPOBOAMMOCTH 10 Masobep-
LOBBIM, 6OMblIeGEPLIOBEIM HEPBAM M
HI-IV craguy geHepBaLliOHHO-PEHH-
HEPBaUMOHHOIO TIpoLiECca.

Taxum o6pazoM, Tpu HCCIENOBa-
HUM JBYX ceMeil C ayTOCOMHO-ZOMH-
HantHoil dopmoit HMCH BuaBicH
BHYTPH- M MEXCEMEHHBIN NMONIUMOD-
¢usm 3abonepaHns, KacaoWMNACH BO3-
pacta Hayajua 60Jne3HM, TEMIIOB HpO-
rpeccHpoBaHus, 0COOEHHOCTE KIIMHU-
YECKOH KapTHHHI,
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BBEN TepMMH “Heiipodpmbpoma” — 3a-
GonepaHue, nosgHee 06O3HAYCHHOE KaK
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HEAPO®PUBEPOMATO3
C MHOXECTBEHHBIM INOPAXEHUEM
NEPUPEPUYECKUX U YEPEITHBIX HEPBOB

MMY “Iopodckas Goasruua Ne3 um npogpeccopa C.K Heyenaesa”, e. Xabaposck

— ¢ 22-1 xpomocomamu {1]. Haubons-
wryio sHayuMocts HMeeT H®1, xoTopkhiit
cocraenger o 90% scex cinyuyaep Gub-
pomaroaa [1].

Munarunos H®1 moxet ObiTh Nocras-
JIeH TIDK HATMYHU CIICAYIOLIMX NPU3HA-
KoB [2]:

— HE MEHEe 5 MUIrMEeHTHBIX NATCH
uBeta “kodre ¢ MOJTOKOM”, AHAMETPOM
0 5 MM y Oeteit fo nyGepTaTHOTO BO3-
pacra; ’

~ JBe wm 6oneute HeitpoduGpom;

~ MEJNKWE TNSTHA THIIA BECHYIICK B
TIOEMBINIEYHBIX WIH B IIAXOBBIX CKJIaFKaX;



