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Pedepar. PaccMOTpeHbI MaToreHeTHYECKHe M KIMHUYEC-
KHe OCOOCHHOCTH XPOHHYECKON BOCIAIIMTENILHOW JEMUEITHHU-
3UpyIomell MONMpaguKyIOHEBPOIIAaTHH, KOTOpas OTIHYaeTCs
or cuHapoma [I'meiliHa-bappe cBOMMHM  KJIMHHYECKHUMH
OCOOCHHOCTAMH M IpPOrHO30oM. OnNHCcaHBl KIMHHYECKHE
0COOEHHOCTH 3TOTO 3a00JICBaHUS M MOAYEPKHYTO, YTO B psne
CIy4aeB OHO MOXET IIPOTEKaTh C IMPU3HAKAMH MOPAXKECHUS

CTPYKTyp ILIEHTpPaJbHOH HEpBHOI cucteMbl. [IpuBeneHBI
KIMHAYECKHE M JNEKTpodu3noiIorndeckue 0coOCHHOCTH
Pa3IMYHBIX €€ BApHUAaHTOB.

KiroueBsle ~ crmoBa:  XpOHMYECKass — BOCHAJIMTENIbHAS

JeMUEITMHU3UPYOLLAs TOIUPAANKYIOHEBPOIATHS, JUArHOCTHKA,
i bepeHranbHas JHarHoCTHKA.

CHRONIC INFLAMMATORY DEMYELINATING
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There were considered pathogenic and clinical features of
chronic inflammatory demyelinating polyradiculoneuropathy,
which differs from Guillain-Barre syndrome by its clinical
features and prognosis. There were described the clinical features
of the disease and stressed that in some cases it can occur with
signs of lesions of the central nervous system structures. The
clinical and electrophysiological features of different versions of
it were given.
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pOHUWYECKass BOCHAJHMTENbHAS  JIEMUEIH-

HU3UpYIOUIass  TOJHPaIUKYIOHEBPOIATHSI
(XBAIT) sBisieTcst MTU3UMMYHHBIM 3a00JeBaHUEM
n auarHoctupyetcs npumepHo B 20% ciydaeB y
OONBHBIX C TIONMHEBPOIIATHEW HEICHOTO TeHe3a.
To4HBIX JaHHBIX O PACHPOCTPAHEHHOCTH M 3a00-
JIEBAEMOCTH HET, OJHAKO MpEAIoJaraeTcs, 4To ee
gacToTa coctapisieT 1-2 ciydas Ha 100 ThIcsSY Hace-
nenus B rox [14, 16, 25, 27], a B nomymsauu ot 70 10
79 ner — 6,7 coydas Ha 100 TBICSY HAaceNEHUS B TOf
[25]. 3aboneBanre BCTpedaeTcss BO BCEX BO3PACTHBIX
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rpymmax, CpeaIHui Bo3pact 60JIbHBIX — 0KoJI0 50 JeT.
B nerckoit npaktuke XB/III BcTpeuaercs penko, 1ist
9TOH Kareropuu OONBHBIX XapakTepHO MoHodaszHoe
TeueHHne 3a00JIeBaHUsl C peMUCCHEN. Y MYKUYHH 3TO
3a0oseBaHME BCTPEUACTCS Yallle, YeM Y KCHIIHH.

XBAIT omnuaercst ot cunapoma I'ueiina—bappe
(CI'B) no cBOMM KJIMHMYECKHM OCOOCHHOCTSIM U
mporHo3y (MmomocTpoe Hadano — Oojee 4 Hemems,
JUIMTENIbHOE TEUeHHE, B psje clydaeB ¢ obocTpe-
HUsAMH U pemuccusimu). Cuawnraercs, uro npu CI'b
CUMITOMAaTHUKa JOCTHTAaeT CBOEro MaKCHMyMa B
teuenue 4 Henensb, npu XB/III — B Teuenne 6omnee §
Henenb [4, 31]. Omnako cnokuHocTH auddepeHim-
aJbHOM JAMAarHOCTUKU MPHUBOAAT K OMIMOKaM: Tak,
Harpumep, y 5% O0NbHBIX C IEPBOHAYATBHO JHATHOC-
tupoBanHeiM CI'b oxazamace XBJII ¢ octpeim
HavanoM [24].

Bo3MOXHBI  pa3nuyHBIE BapUaHTBl  TEUEHUS
XBJII — ¢ NOCTOSIHHBIM HapacTaHUEM CUMIITOMOB,
CO CTyIeHeoOpa3HbIM POTrPEeCcCUPOBAHUEM, CO CIIOH-
TaHHBIMH OOOCTPEHUSIMH M PEMHUCCHUSIMH, OJHAKO B
OOJBIIMHCTBE CIy4aeB IOCIE Mepuoja HapacTaHUs
CHUMIITOMOB CJIEIyeT MEPHOJ MJIAaTo C MOCIeTyIOINUM
MeIUIeHHBIM ynydmeHueM. Cpenu 00JbHBIX C pelu-
JUBHpYIOIIMM BapuaHToM TeueHuss XBJ/III npesaiun-
pytot smia 20-30 JeT, ¢ XpOHUYECKUM HEePelUTUBU-
pytommmM TedeHuem — 50-60 jeT.

IIpumepno B 30% ciiyyaeB BO3HUKHOBEHHIO
XBJII npenmiectByeT nepeHeceHHass HHOEKIUS HITH
BaKI[MHALUS, OJJHAKO TOYHO CYIUTHh O CBS3H WH(QEK-
nuoHHoro npouecca 1 XB/IIT ciioxHO u3-3a HEpENKO
HE3aMEeTHOrO Havana 3aboyieBaHUS. Y IKEHIIWH
NPUYMHON peluIuBa MOXeT ObITh OEpEMEHHOCTD W,
BO3MOXHO, IIPUEM OPAJIBHBIX KOHTPALIENTHBOB.

Knunanueckn XBJII xapaxrepusyercss cum-
METPUYHONH CHUMITOMATHKOHN (B 1e0I0T€ CHMITOMA-
THKa MOXXET ObITh aCUMMETPHUYHO¥ ), 00YCIIOBICHHON
NopakeHneM Mepuepuieckux HEPBOB W CIIMHHO-
MO3TOBBIX KOPEIIKOB C PELUIUBUPYIOMIUM, CTYIIe-
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HEOOpa3HBIM WM HEYKIOHHO HPOrpEeAMEHTHHIM
TeyeHneM. Havano 3a0omeBaHHs  HE3aMETHOE,
nporpeccupoBanue 0Ooiee deM y 60% OonbHBIX
MeJIeHHOE (HEAEIH, MECSIIbI), Y TPETH MALEHTOB —
Oomee ObicTpoe (IHW, HEAENH), C DSMHU30aMHU
000CTpeHUil, ¢ YaCTUYHBIM MJIH ITOJTHBIM BOCCTAHOB-
JICHWEM yTpadeHHBIX (YHKLIHUH B MEPUOJ PEMUCCHH.
IIpu mporpeccupytomem teuenun XBJII ormeua-
eTcs MeIJICHHOE HapacTaHHe CHMIITOMOB, HOCTHTa-
IolIee CBOEr0 MakCUMyMa Iociie 2 MecsleB U bornee
oT Hayasna 3aboneBanus. Jlump y 16% GonpHbIX 3200-
JICBaHUE XapaKTEPU3YeTCs OCTPBIM HIIH MONOCTPHIM
HavyasioM [24]. OcoOeHHO YacTo MOMOOHBIH MeOI0T
BCTPEYACTCS B AETCKOH MTPAKTHUKE.

B kmaccuueckom Bapuante XBJIII xapakrepu-
3yeTcsl MBIILIEYHOH cIaboCTbi0 U B IUCTAIBHBIX, U
B MPOKCHMAJIBHBIX OTAeNaX KOHEYHOCTEH, BhINaje-
HUEM YYBCTBHUTEIBHOCTU U mapecte3nu. Heckonbko
peke, 4eM HapecTe3uH, BCTPEYaroTCsl HeBpomaTuye-
cKkue 00nM (Krydue, HOMIIME, CONPOBOXKAAIOLINECS
HENPUSATHBIM ~ SMOLMOHAJIBHBIM ~ KOMIIOHEHTOM).
Y GonpIIMHCTBA OONBHBIX IBUTATEIIbHbBIE HAPYILICHHS
MIPEBANMPYIOT 110 CBOEH BHIPAKEHHOCTH HaJl CEHCOP-
HBIMH, U COOCTBEHHO [BUTaTeJbHbIC HAPYIICHUS
SIBJSIFOTCS.  OCHOBHOW TNPHYMHON HWHBaJIMIU3ALNU.
CnabocTte B HOrax NPUBOAUT K PACCTPOHCTBAM
X0Ib0bl, BCTABaHUS, TOIbEMA I10 JIECTHHULIE, B PyKax —
K TPYZHOCTSIM IIPH IPUYEChIBAHUH, ITOTIBITKAX ITOBEP-
HYThb KJIIOY B 3aMOYHOHW CKBa)XKUHE, BBHIOJHEHUH
MEJNKUX IBXeHWWA. HapymeHus xome0bl y aereit
OOBIYHO HOCAT OoJiee BBIPAKEHHBIN XapakTep, 4eM y
B3pOCIBIX. MBIIIEUHBIH TOHYC MOXET OBITh CHU)KEH.
Takke MOTYT BBUBISATHCS THHOTPOGHUHM MBI H
(hacrukymsmy.

Brimagaror Bce BHIBI UYBCTBHTEIBHOCTH —
U TOBEPXHOCTHAs, U DIIyOOKas, OJHAKO B OOJbILIEH
CTEIIEHH CTPajaloT MHEIHMHU3UPOBAHHBIE TOJICTHIE
BOJIOKHA, 0OecHeynBaionie MPONpPUOLIENTHBHYIO
U BUOpALMOHHYIO YyBCTBUTEIBHOCTHb. boseBas u
TEMIIEpaTypHasi UYyBCTBUTEIbHOCTh CTPAJalOT B
MeHbLIel creneHd. CeHCOpHas CHMITOMATHKA BbIpa-
KEHa B Horax Ooinblle, yeM B pykax. Pa3BuBaercs
CCHCUTHBHAsl aTaKCHsi pa3IMYHON BBIPAXKEHHOCTH,
yCyTyOJsIonas paccTpoiicTBa XOoAbOBI, 00yCIOB-
JICHHBIE TIAPE30M.

Kak npasuiio (6onee uem y 90% GonbHBIX), OTMe-
YyaeTcsi TUHO- WM apediexcusi, mpuyeM Jaxke B
TeX 007acTiIX, I OTCYTCTBYET KIMHHYECKU SBHOE
CHUKEHHE MBIIIEYHOU cuibl. B 3TOM CBs3M BechbMma
JMOOOMBITHON MpPEACTaBIsETCS OUCKyCCUs, pas3Bep-
HyBIIasics Ha CTpaHULAx XypHama «Neurology» B
cepenuae 90-x romoB mpomwioro Beka. S. Ellis [7],

paccmarpuBas HaToreHe3 rHrnopeduieKcuu, Mpenmo-
JIOXKWJI, YTO 3TOT (PEHOMEH SIBJISETCS [0 MEXaHU3MY
CBOETr0 BOSHUKHOBEHUS HE JIBUTATEIIbHBIM, O0YCIIOB-
JICHHBIM TIOpP@XEHHEM HIDKHETO MOTOHEHpOHa, a
YYBCTBHUTEJIBHBIM, CBI3aHHBIM C HApyLIIEHUEM IIPOBE-
nenus: addepeHTHON MMIyNIbCalMu K CIUHAJIbHBIM
HelipoHaMm 1o la-BonmokHaM. B 3TuX yciaoBHAX Hemo-
CPEACTBCHHOM NPUYMHOM CHWKEHHsS (WIN OTCYT-
CTBUS) TITyOOKUX PeQIEKCOB CIYKUT TOPMOXKEHHE,
00yCIIOBICHHOE BCTABOUYHBIMH CIIMHAIBHBIMU HHTEP-
HelipoHamMH. DTO OOBSACHSIET BOSHUKHOBEHHE THIIO-
pediexcruy Ipu BOCHIANINTENbHBIX TOJTMHEBPONATHSIX,
KOTJia TIOYTH BO BCEX CIIy4dasX MMEIOTCS IMOpakeHUe
la-BoIOKOH 1 OTCYTCTBHE THIIOPEPIEKCUH ITPU YUCTO
JBUTATEIbHBIX MOPAKEHUSAX - BIUIOTH 10 MO3IHUX
cTamuii OOKOBOIO aMHOTPO(UYECKOro CKJIEepo3a
w muacteHun. Brickazannoe S. Ellis mpenmomno-
JKEHHE BBI3BAJIO pe3kyro peakiuto W. Landau [15].
CormacHo Touke 3pernus W. Landau [15], y yenoBeka
KPUTUYECKOE 3HAaYCHUE B BO3SHHUKHOBEHUH ITyOOKHX
pedIeKcoB UMeET COXPAaHHOCTD MBIILICYHBIX BEPETEH.
[loaTBepKAEHUEM 3TOMY CIYKaT U KIMHUYECKHE
JaHHbIe — HAaIpUMep, TUHopedIeKcCHss MOXXET OTMe-
YaThCsl e1le HA PAHHUX CTAANUSAX IEPBUYHO MBIIIEYHBIX
MopakeHW#H (MMOJUMMHUO3HUT, MHOAMCTPO(UHN), KOTma
CHIDKCHHE MBIIIEUHONW CHIIBI MUHUMAJIBHO, a TaKKe
MIOYTH BCErAa NPH MOTOPHBIX HEBPOMNATHIX — Kak
AKCOHAJIBHBIX, TaK U AEMHUEIHHM3UpYIomuX. Kpome
TOro, TUHopedIeKcusi BO3HHUKACT NPH MOPAXKEHUH
KODELIKOB (CIIMHHASI CYXOTKa) W aKCOHOB, a TaKkKe
BEPXHEr0 MOTOHEHpoHa (OOIIMpHBIE MOIYLIAPHbIE
WH(APKTHI, CIHHAIBHBINA MIOK).

IIpu XBJII kpanuansHbie HEpPBHI (I1a30ABHUTa-
TEJIbHBIE, JIULIEBOM, B PEIKUX CIy4asx — OynbOapHast
Ipylna M KOXJICOBECTHOYISPHBINH) BOBJIEKAIOTCS
B naronorudeckuil mpomecc oT 2 g0 30% ciyuaes.
ITo mannem C. Bouchard et al. [1], cpenn 100 o6cite-
noBaHHbIX mnanueHToB ¢ XBJII y 14 ormeua-
JIOCh TOpakKEHHE JIMLEBOro Hepsa (M3 HUX y 3 —
TSDKENas JIMIEBast TUIUIETHs), Y 2 — YacTUYHOE U
eme y 1 — nonnoe nopaxenue IIl m., y 5 — onHo-
cTopoHHee mopaxkeHue VI m., y 2 — HapylieHus
[IOTaHUs U IU3apTPHUSA U eIle Y 2 — CHUKEHHE CIlyXa.
[TpumepHO y 7% OONBHBIX Pa3BUBAETCS OTEK JHCKOB
3pUTEIBHBIX HEPBOB, YTO CBSI3aHO C BHYTPHUYEPEITHOM
TUIIEPTeH3UeNd W BBICOKMM YPOBHEM Oejika B Iepe-
opocnuaansHOU xuakoctu (L[CXK). YV HekoTopsix
OOJIBHBIX BO3HUKAIOT TpPeMOp (MHTCHUUOHHBIMH,
MOCTYpabHbII), TEHE3 KOTOPOTrO OCTAETCS HESACHBIM,
a TaKKe BereTaTWBHbBIC HapylieHus. Bo3MoxHO
pasBUTHE OPTOCTATHUYECKOI TMIOTEH3UHU, COIPOBOXK-
JaroIeiics TOJIOBOKPY)KEHHEM, apUTMUH, CHHApPOMA

59



W.B. JAMVYJINH

loprepa, a Taxke paccTpoHCTB (DYHKIHHA Ta30BBIX
opranos. [locnennue Opu1H BeIsBIEeHH R. Sakakibara
et al. [26] y 8 u3 32 mamumentoB ¢ XBIII (B 25%
CllyyaeB), KOTOPbIE NPOSBISUIUCH KaK 3adepiKKOU
MOYCHCITYCKaHMs, TaK U UMIIEPATUBHBIMH [103bIBAMH
U HeAEp)KaHHUEM MOUYH. YPOIUHAMUYECKOE HCCIe0-
BaHHME IOKa3ajo, YTO B UX OCHOBE JIEKaJld HEBPO-
TeHHbIE HapyLICHUs, NPUBOASAIINE K PacCTPOHCTBY
YyBCTBHUTEIBHOCTH MOYEBOTO IIy3bIps, apeIeKCHU U
IucyHKIMU HApyKHOTO CUHKTEpa. Y 2 MallueHTOB
[IPU3HAKU TUIIEPAKTUBHOCTH JETPY3ypa, 10 MHEHHIO
aBTOPOB, ObLIN 00YCIIOBICHBI HEBPAJIbHBIMU UPPUTA-
TUBHBIMH IPOLIECCAMH, @ HE MOPAKEHHUEM CTPYKTYD
nenTpansHOU HepBHOH cucteMbl (LIHC). IToarBepix-
JCHUEM HEBPAIbHOTO FeHE3a PAacCTPOMCTB (YHKIMIA
TA30BBIX OPraHoOB CIY)XaT M KIMHUKO-HEHPOBH3Y-
aNM3aloOHHbIE  CONOCTaBleHus. Vcronb3oBaHHE
y nanueHToB ¢ CI'b u XB/II, y KOTOpBIX UMEITUCH
HeIepKaHWe MOYM M 3aJepKKa MOUYEHCITyCKaHUS,
MPT ¢ KOHTpPacTHBIM YCUJICHHEM MapaMarHETUKOM
raJoJMHUEM TMO3BOJIMJIO BH3yaJH3HPOBATh OYard
MOPaKeHNSI KOHCKOTO XBOCTA W CIIMHHOMO3TOBBIX
KOPEILIKOB HAa IMOSACHUYHO-KPECTLOBOM YpPOBHE [2,
20]. B nmuckyccmm 3THX K€ aBTOPOB, OITyOIHKO-
BaHHOU B 1995 1. B )ypHane «Neurology» [3, 21]
MOAYEPKUBACTCS, YTO 3TH U3MEHEHHS OTMEYAIOTCS HE
BO BCEX CIIy4asx ¥ OHU He creU(UYHBI U JeMue-
TMHI3UpYmMUX nonuHeBponaruid. P.Crino et al. [3],
BBIIIEJISASL ATy TPYyMITy OOJBHBIX, BBICKA3al MPearo-
JIOKEHHE O BO3MOKHOM BOCHAJIMTEILHOM IpoLecce,
OTEKe U HapyLIEeHUU TeMaTOHEBPAJIbHOTO Oapbepa Kak
npuunHe Nofo0HBIX MP-dernomeroB. C moMomIs0
MPT MoOXHO BHM3yaJdu3UpOBaTh OYaru AEMHEIUHU-
3aluH HepuPepruueCKUX HEPBOB, KOTOPbIC BBIIVIAIAT
KakK 30HBI HOBBIIIEHHOW MHTEHCUBHOCTH CHUTHAla B
pexumax T,- u nporonnoi miotHocty. ITpu sTOM B
psine ciydaeB OTMEYaeTCsl TAK)KE HAKOIUIEHHE Tafo-
JIMHHUS, KOTOPOE MPOUCXOOUT B MEPHUOT 000CTPEHHs
3a00JIeBaHMsI M MCYE3aeT IPU PEMHUCCUU Ha (oHe
Teparnuu.

JIUTEenbHOCTh HaNM4YUsl CHUMIITOMOB, HE00XO-
auMas Ui moctaHoBku auarHoza XBJIII, momkHa
COCTaBJISITh, 110 MHEHHUIO OOJIBIIMHCTBA JKCIIEPTOB,
He MeHee 12 Henenb.

l'uneprpoduss  mepudepuyeckux HEPBOB U
KOpEIIKOB BCTpedaercs MeHee 4eM B 10% ciydaes,
OJJHAKO NpPH Pa3BUTUU NOAOOHBIX HM3MEHEHUH B
MeCTax MOTEHINAIBHO OIIACHBIX B IUTAHE KOMIIPECCHH
MOTYT BO3HHKATh JJOBOJIbHO BBIPAKEHHBIE PACCTPOK-
CTBa, CBS3aHHBIC, HANpPUMEP, CO CHAABICHUEM
KOHCKOT'O XBOCTA.
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Bapuanter XBIII

Cnextp kinuHHUYeckux HapymeHuil npu XB/II
JOBOJIbHO ULIMPOK, IPUYEM IOJOOHbIE aTUIIMYHbIE
BAapUAHTBl B IPAKTUYECKON MAEATEIBHOCTH BCTpE-
YaroTCsl Yalle, 4eM 3TO paHee mpeanonaranock. 1lo
HEKOTOPBIM JTaHHBIM, aTUIIMYHBIE BAPUAHTHI COCTAB-
nsrot 6ornee 50% ciywaes XBJII [16]. Beigemstor
HECKOJIbKO BApHAHTOB 3TOTO 3a00JI€BaHUS: MYJIBTH-
¢doxanpayo (cuaapom Jlstonca—Camuepa), MyabTH-
(GoKaJbHYI0 C MOPKEHHEM IPEUMYILIECTBEHHO
BEPXHUX KOHEYHOCTEH, ceHCOpHBIN BapuaHt, XBJIII
y JleTeil, ¢ OCTpBIM HadajoM, ¢ IMpHU3HAKaMU TOpa-
skeanst [THC. Taxoke BO3MOXKHO pa3BUTHE MPEUMY-
eCTBEHHO akcoHabHOTrOo BapuanTta XBJIII. Cyre-
CTBOBaHHME HEKOTOPBIX M3 3TuUX (opMm sBIsETCS
MPEIMETOM TUCKYCCUH.

Ansa myabrugoxkaabHoin  ¢opmbr  XBJII
(cuaapoMm Jlbrouca—Camuepa), BcTpeyarolieiics B
OCHOBHOM Yy OOJBHBIX B BO3pacte oT 25 1o 55 ner,
XapakTepHO HaJIU4YUE ACUMMETPUYHOM MBIIIEYHON
cmabocty, Oonee BBIPRKEHHOH B AMCTAJIBHBIX
OTJeN1aX KOHEYHOCTEN, IPUYEM PyKH BOBIIEKAIOTCS B
MaTOJIOTUYECKUI Tpoliecc dJaie, yeM Horu. Moxker
nopakarbcsi AuadparManbHblii HEPB, YTO MPHUBOJUT
K JbIXaTeNbHBIM HapymeHusM. CeHCOpHBIE Hapy-
OIEHHAd B JUCTANBHBIX OTHENaX KOHEYHOCTEH,
Kak IpaBHUJIO, HOCAT JIETKUM Xapaktep. liyOoxue
pedieKchl CHUXEHBI, puieM He AupPy3HO, CHMMET-
pUYHO, a acCHUMMETpU4HO. 3aboyieBaHHE MOXKET
HOCHTh pa3JIMYHBI XapakTep MpOrpecCUpOBaHUS
(MeIEHHO-TIPOTPECCUPYIOMNNA WIIM C 3IMU30/IaMHU
obocTpeHuit U peMuccuii).

IIpn neKkTpodU3N0IOTHIECKOM HCCIICIOBAaHUH
BBISIBJISIIOTCS. MHOKECTBEHHBIE OJIOKM NPOBEACHUS,
pa3iIMyHOW BBIPAKEHHOCTH CHIDKEHHE CKOPOCTHU
pacrpocTpaHeHHusT BO30YXAEHHUS U yBEJIWYCHHE
mucranpHoM  nmareHnmu. B LICX  ormeuaercs
yMepeHHOe yBenudeHue ypoBHs Oenka. [Ipu MPT ¢
BBICOKMM pa3peIIEHNEM MOXKET BH3YalIH3HUpPOBAaTHCS
yBEJIMUEHHE B pa3Mmepax IuieueBoro cruiereHus. Ilo
JTAHHBIM THUCTOJOTMYECKHUX HCCIEOBAaHUMN BBISABIS-
I0TCSI MYIBTU(OKAIbHBIE (IIATHUCTBIC») YYACTKH
JeMHENUHU3aIMK nepudepruueckux HEPBOB B code-
TaHUU C IPU3HAKAMH aKCOHAJIbHON JEeTeHEpaIiH.

Mynstudoxkansaas XBJII ¢ mpeummymiect-
BEHHBIM TOPa’keHHMeM BEPXHUX KOHe4YHOCTel
BCTpevaeTcs y O0JbHBIX OT 15 10 75 j1eT u HaYMHaeTCs
¢ Oomu, KoTopas cMeHsieTcsi ciaabocCThio, 00yCIOB-
JICHHOM TIOpa)k€HUEM OJHOTO WM HECKOJIBKHX
HEPBOB PYKH — C OIHOW CTOPOHBI HJIH OHJIaTepaIbHO.
ITomumo cBoeoOpa3zHOro Hadana 3a00JIEBaHHS ITOT
BapUaHT HU MO KIMHHUYECKUM OCOOCHHOCTSAM, HH
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[0 JaHHBIM DBIEKTPO(U3HOIOTHIECKUX METOAOB
WCCIIEZIOBAHUS HE OTJIMYAETCS OT TUIMYHBIX CIIydacB
XB/II, ogHako mjg HEro XapakTepeH MEHbIIUN
a¢dpexr or neuenus [11]. Cumnromaruka (mBuUra-
TeNbHAas W YyBCTBUTENbHAs) BBIpaXKEHA IPEUMY-
[IECTBEHHO B JTUCTAIBHBIX OTAENaX PYK M HOCHT
ACMMMETPHUYHBIN XapakTep. TedeHune 3aboiieBaHUs
MOXeET OBITh CBSI3aHO C MPOIPECCHPOBAHMEM Hapy-
LICHWH, OJHAKO BO3MOXKHA CTaOWJIM3alMs COCTO-
SSHUSI WIN CIIOHTaHHOe BoccTtaHoBieHue. B LICXK y
2/3 OONBHBIX BBISBISETCS YMEPEHHOE IOBBINICHUE
ypoBHS Oenka, a mo maHHeIM OMI™ — nemwuenuHu-
3amus, KOTOpas MOXET COYeTaThCs C IpPU3HAKaMu
MOpa)KEHUs aKCOHa.

Cencopnbiii Bapuant XB/II, xak cienyer u3
Ha3BaHWUs, TPOSIBIISETCS MPEUMYIIECTBEHHO CEHCOP-
HBIMH PAaCCTPOMCTBaMH B BUJI€ CHMYKEHHUS BCEX BUIOB
YYBCTBUTEIBHOCTH U 0OJEH B JUCTAINBHBIX OTAEIaX
KOHEYHOCTEH — MpU MHUHUMAIBHOH MBIIEYHON
cnaboCcTH, TpUYeM JBHUTaTeNbHBIC HAapyLICHUS Y
3HAYUTEIHHOMN YacTH OOJIBHBIX MOTYT OTCYTCTBOBATb.
OneKTpOPU3NOIOTHIECKH  BBISBIISIOTCS TPU3HAKH
JEMHUETTUHU3AINHA C OIOKaMH TPOBEACHIS, MPHUIEM
9TH U3MEHEHHS OTMEYaroTCs U TPHU HCCIEOBaHUU
JIBUTATEIILHBIX BOJIOKOH [17].

XBJ/II y nereii npyuMepHO B IIOJIOBUHE CIIy4acB
pa3BUBaeTCs MOCIe MEPEeHECEHHOW WHQEKIMH HITH
BaknuHAIMM. KIWMHWYECKH 3TOT BapWaHT CXOIEH
b0 ¢ THIMHYHBEIM BapuanToM XBJIII, mnbo mpote-
KaeT C TOpakeHHEeM TMPEUMYIIECTBEHHO BEPXHHX
KOHEYHOCTEH. B HEKOTOpBIX cilydasx y MalueHTOB
MOTYT BBIABIATBCS Npu3Haku mopaxenus ILHC.
[IporHoctuuecku OnarompusTHEEe CIy4daw, Hadajo
KOTOPBIX TIPOTEKaeT OoJiee OCTPO; XyKe MPOTHO3 ISt
BOCCTaHOBJICHHS y TAIIEHTOB, y KOTOPBIX OTMEYa-
I0TCS IPU3HAKN aKCOHAJIBHOTO MOPa)KEHUSI.

XBJAII ¢ ocrpbIM Ha4YajJoOM OTIMYACTCA OT
TUIMHYHOTO BapuaHTa JMIIb Ooiee OBICTPBIM Hapac-
TaHUEM JBUTATENBHBIX M CEHCOPHBIX PacCTPOWCTB
B ncOroTe 3aboneBanns. OQHAKO UMEHHO TPH 3TOM
BapHaHTE BO3HUKAIOT 3HAYUTENBHBIE CIIOKHOCTH
muddepenumansioit auarnoctuku ¢ CI'b. OmgHaxo
B ommune oT CI'b, mist GONBHBIX 3TOH KaTreropuu
HEXapaKTepHO HAJIWYHE BBIPAXKEHHBIX HApYLICHUN
XOMbOBI WITH TIATOJIOTHH KPaHWAIBHBIX HEPBOB [24].

XBIII ¢ npuznaxkamu nopasxkenus IHTHC sctpe-
yaeTcs peko [29], X0Td cyliecTByeT 1 HHO€ MHEHUE —
or 5 no 30% mnarmentos ¢ XBJIIl umeror meped-
pansHbie HapymieHus [14]. [lo HEKOTOPBIM JaHHBIM,
W3MEHEHUsS] 3PUTEIBHBIX BBI3BAHHBIX ITOTEHLIMATIOB
BeIIBILIIOTCS ¥ 50% OompHBIX ¢ XB/II [14]. Eme B
1975 . P. Dyck et al. [6] momyepkuBamm, 9T0 XOTS
OCHOBOM matonoruueckoro mnporecca npu XBJII

SBJISIETCS MTOPAKEHNE CITMHHOMO3TOBBIX KOPEIIKOB U
MPOKCUMAIIBHBIX OTZEIOB MepuepuIecKux HEPBOB,
OJJHAKO U3MEHEHMsI MOT'YT 3aTparuBaTh TaKke nepeo-
pajbHBIC M CHHMHAIbHBIE CTPYKTYpbl. KimHH4ecku
9TOT BapHaHT MOXET MPOTEKATh C HaJMYUEM IHUpPaA-
MUJIHOU pedIeKTOpHON CUMITOMAaTHKH B COYETaHUH
C HEBPUTOM 3pHUTEIBHOTO HEpPBa, MEXbIACPHON
o rajgpMoIIIeTHER U MOBIKEUYKOBBIMU HAPYIICHUSIMH,
YTO 3aCTaBiseT MpeNIonaraTb HE TOJBKO mepude-
PHUYECKYI0, HO M LEHTPAIBHYIO IE€MHEIMHU3ALHIO
W JleNaeT CIOKHBIM TU(PepeHInaNbHYI0 IUarHOC-
THKY, B TIEPBYIO OYEPE]b C PACCESIHHBIM CKIIEPO30M.
ITo manneiM C. Bouchard et al. [1], Teuenne XBJII1
¢ oboctpenusiMu otrMedaercs B 14% ciydaes,
nporpeccupytomiee teuenne — B 45%. Cummroma-
tuka co croponsl [THC (Mo3xeukoBble HapyLIeHUS,
runeppedieKcus, MaToJOrMYecKUe MHpaMUIHbIC
peduiekchl) BbIsBAsUIack 'y S wu3 100 Bomeammx
B uccienoBanue OonbHbIX. [lomumo storo, y 13
OOJIBHBIX MMeEJIaCh CEHCUTHMBHAsl arakcus, y 7 —
MOCTYpaJIbHBIN TpEMOp.

S. Horowitz [13], paccmarpuBas ciy4au coue-
TaHus mepuepuyecKol M LEHTPAIbHOW JeMHUeNH-
HU3aIMH, OTMETWI TeTePOreHHOCTh OONBHBIX ITOH
TPYyOIBl — B OJHUX CIy4asx HMMeEeTcs IpeBajupo-
BaHHUE IIEHTPaJbHBIX HApYIICHUH, B 3HAYUTEIHHOU
Mepe CXOAHBIX C KIMHUKON PAacCesHHOTO CKIIEpo3a,
U CyOKIMHHYECKHX NPHU3HAKOB IOJUHEBPOIATHH,
B JIDYTUX — MepupepuuecKux paccCTPOUCTB MpH
MEHEE 3HAUYUTEIIbHOW LIEHTPAJIbHON JIeMUEINHU-
3anuu. Takke BO3MOXKHO TapajIelbHOE BOBIIE-
YEeHHE B IaTOJIOTHUECKUII Ipouecc LEHTPaAIbHbIX U
nepudepuueckux CTpykryp. Bee 310 He HCKitouaer
OOIIHOCTh MAaTOTEHETHYECKUX MEXaHH3MOB, IMPOSB-
JSIOUIMXCS. CTOJb KIMHUYECKH pa3inyaroliuMucs
paccTpoiicTBamMu. Y MAalMEHTOB C PACCEIHHBIM CKJIe-
PO30M MOXKET BBISBISTHCA CUMIITOMATHKA, 00yCIIOB-
JeHHAs TIOpaXCHHEM TMepuepuIecKoll HEpBHON
CHCTEMBI, XOTSl 3TH HapyUICHUS U HE SBISIOTCS
XapaKTepHBIMU [T TaHHOTO 3aboneBanus. [1pu sTom
BO3MOXXHO BO3HHMKHOBEHHE KaK TIOJIMHEBPONATUU
Yyepe3 HECKOJBbKO JIET IMocie JIeOloTa paccesHHOTOo
CKJIepo3a, Tak W oOpaTHas cUTyauusi — pa3BUTHE
paccesHHOTO CKJIepo3a y TMalHeHTa, AJIUTEIbHOE
BpeMs uMeBIIero nonuHeBponaruio [9]. Cpenn
YeThIpeX MOATBEPKIECHHBIX HA AayTOICHU CIy4aeB
paccesHHOTO CKJIepo3a, COMPOBOXAABIIUXCS Maro-
THCTOJOTUYECKHMH MTPH3HAKAMH THIIEPTPOPHUECKOM
MIOJIMHEBPONATHH, KOTOpBIE IPHUBEINCHBI B CTaThe
W. Schoene et al. [28], B omHOM citydae 1pu >KU3HU
JOMHHHPOBAJIN CUMITOMBI TIONMHEBPONAaTHX (BbIMa-
JeHre TTyOOKHuX peduiekcoB, paclIupeHHbIe (UKCH-
pPOBaHHBIE 3paykyd C HapyUIEHHMEM aKKOMOJAIUH,
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[IyX0Ta, OYeHb BBICOKHI ypoBeHb Oenka B LICXK),
a B JIBYX CIIydasiX UMEJHCH JIETKHE MTOJIMHEBPOIATH-
YEeCKHE PAacCTPOHCTBA B PeQIeKTOPHONH M UyBCTBU-
TenbHOHU cepax. JIIoOONBITHO 3aMETHTh, UTO B JIUTE-
parype HMeeTcsl ONUCaHWE 2 CIIy4aeB COYETaHHs
paccessHHOIO CKJIepo3a U TOMAaKyJe3HOH HeBPOIaTUH
(ot nar. “tomacula” — konmbacka; XxapakTepHble yTOI-
LIEHUS] MUEJIKHA), TOATBEPKICHHOHN FTMCTOIOTNYECKH
U TIPEICTABICHHOHN B BHI€ XPOHUYECKON TUCTAIbHOM
CEHCOMOTOPHOM MONUHEBpONaTHH [5].

I. Ormerod et al. [19] nmoguepkuBaioT, 4TO
HECMOTPSl Ha PEIAKOe HalWyue KIMHUYECKUX
cumntoMoB nopaxkenust [ITHC y nanmenTos ¢ XB/III,
MapakIMHUYECKUEe MPHU3HAKU 3TOTO MOpakeHHs (110
JaHHbIM MPT ronoBHOro Mo3ra 1 MAarHUTHOU CTUMY-
JSIMK) BBIABISIOTCS CyliecTBeHHO damte. Cpenu
BOILIEAIINX B 3TO ucciaeaoBanue 30 6ompHBIX ¢ XBIT
npusHaku nopaxxenus [{THC umenucep y 6: y 2—natono-
ruyeckuii pediexc babunckoro, mo ogHOMY ciy4aro —
MOpaKeHWE CTBOJIA TOJOBHOTO MO3Ta, HHCTarm,
[IPOBOAHUKOBBIE PACCTPONCTBA UyBCTBUTEIHHOCTH
u runeppeduexcus. Ilpu 3ToM aBTOpHI 00HAPYKHUIH
MP-ouaru B rOJIOBHOM MO3r€ B IOJOBHHE CIIy4yacB
XB/II, a u3smeHeHne LEeHTPaIbHOTO BPEMEHU MPOBE-
JIeHUsl BUTATeJIbHOIO CHUTHAja — B TPETH CIIydYaeB.
OOBSICHUTh BO3PACTHBIMH PA3IHUYUSIMHU  HAJIH4HE
odaroB Ha MPT B 3TOM HccnenoBaHuu OBLIO HEJB3,
Tak Kak cpeau 14 OompHBIX ¢ oyaramu 9 ObuH
monoxe 50 ner, a 5 — crapue 50 ner. Cnegyer
MOAYEPKHYTh, YTO B 3TOM HCCIEIOBAHHUH KaKOTO-
60 0TOOpa OONBHBIX HE OBLIO.

Cpenu BoweNIUX B HCCICIOBaHHE, IIPOBE-
nennoe T. Feasby et al. [8], 19 6ompaBIX ¢ XBJ/II
JHIIb Y OAHOTO UMENHChH (IOMUMO NepruepuaecKux
paccTpoiicTB) uepes 7 JIeT mociie Havyasa 3a00aeBaHus
cumntoMmbl nopaxenus [HC — npoBonHUKOBBIE
paccTpoiicTBa  YyBCTBHTEJIIBHOCTH,  IIOBBILICHHUE
MBILIEYHOTO TOHYca B HOrax U peduexc badunckoro
¢ nByx ctopoH. Ilo manueiMm MPT, B 2 cnyyasx u3
19 BU3yasM3uMpOBaNUCh EAMHUYHBIE HEOONIbIINE
CYOKOpPTHKAaJbHBIE OYard IOBBIIIEHHONH WHTEHCHB-
HOCTU curHana B T2-pexxume U B 7 — MHOKECTBEHHBIE
odary. XapakTep 3THX 09aroB, CKOpee, ObUI cocynuc-
ThIM. Tak, B 5 HaOMOneHUAX (BCe STH OONBHBIC OBLITH
cTapiue 55 J1eT) o4ard JIOKaJu30BalIlCh HE IEPUBEH-
TPUKYJSIPHO, & CYOKOPTHKAJIbHO M OBUIM CXOIHBI C
o4aramy, BBISBISAEMBIMH Y HOXWIBIX KIMHUYECKH
300poBeIX Jul. Eme B omHOM ciydae wnmenach
MOCTUHCYABTHAasE KHCTA M Yy OAHOW MAalMEHTKH
38 mer — 2 HeOONBIIMX CYOKOPTHKANBHBIX OdYara.
B sToM nocnennem ciydae Kakux-J1n00 KITMHUYECKUX
WM TapakIMHUYECKUX NaHHBIX, MOAO3PUTENBHBIX
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B OTHOIUIEHWH PAaCCESHHOIO CKIepo3a, He ObUIO.
S. Hawke et al. [12] mpu XB/III BeIsBUIM Odaru c
nomouisio MPT y 1 u3 10 nmanueHTOB B BO3pacTte 10
50 netr nu'y 5 uz 16 — crapue 50 net. IlonyueHHsie
pesynbrarel no3poin T. Feasby et al. [8] cnenars
BBIBOJl, YTO €CIIM B MCCICAOBAaHME BKIIIOYAIOT HE
CrienuansHo oToOpaHHble ciydan, To s XBJII
HEXapaKTepHO HaJM4YHe CXOAHBIX C PAaCCESHHBIM
CKJIEPO30M M3MEHEHHWH Ha MarHUTHO-PE30HAHCHBIX
toMorpammax. OaHako 3HaunTeIpHO Yarnie (10 100%
ciydaeB) ¢ momonisio MPT Bu3yanusupyrorces odaru
B 0EJIOM BEILECTBE I'OJIOBHOTO MO3Ta B CHELHAIBHO
otoOpaHHbIX rpymmax 6omsHBIX ¢ XB/II1 n kmnaMdec-
KMMH NPU3HAKaMM LICHTPaJbHOM AEMUETUHHU3ALNH,
o0ycioBneHHBIME  cocymiecTBytommM ¢ XBJIII
paccessHHbIM ckjiepo3oM [18, 30]. MuTtepnperupo-
BaTb 3TH Pe3yNbTaThl HEOOXOMUMO C ONpPEeICHHOM
OCTOPOXHOCTBIO, TIOCKOJIBKY, HALIPUMED, B HCCIIEAO-
Banuu J. Mendell et al. [18] y mammentoB ¢ XBJIII
U oyaramu ObUIa HE TOJIBKO OOJbIIAs JJTUTEIBHOCTD
3a0051eBaHysI, HO M OoJee MOKMIION BO3PACT.

P. Thomas et al. [30] mpuBoasT onmucanue 6 ciy-
yaeB XBJII, mnoaTrBepXkAeHHBIX pe3ylbTaTaMu
MEKTPOPU3NOIOrHTUECKUX METOAOB HUCCIECAOBAHUS U
JMaHHBIMU Omoricuu. B 5 ciydasx u3 6 oTMedanock
3HaYHTEIbHOE MOBKIIIeHHs ypoBHs Oenka B LICXK, B
OIJHOM — 3TO MOBBIIICHHE OBUIO HA BEPXHEH IpaHulle
HOPMBL. Y BceX OOJIBHBIX HMMEIHCh KIMHHYECKHE
MpU3HakKu MHoroovyaroporo mnopaxenus [HHC —
HEBPUT 3PUTEIILHOTO HEpBa, MEXBbSAEPHAs OPTalb-
MOIUTETHsI, MO3XKEUKOBas M MNHUPaMUAHAS CHMITO-
Maruka, a nopaxenue [[HC Obuto monrBepkiaeHO
NapaKkIMHUYECKUMH METONAMH HCCIICIOBAHUS —
UCCJEeIOBAaHUEM BBI3BAaHHBIX NoTeHUuanoB u MPT.
ABTOpBI HOAYEPKUBAIOT, YTO BO BCEX CIYUasiX MOXKHO
OBUIO TMAarHOCTHPOBATh KIMHUYECKH ONpPeIeIICHHbIH
paccesHHbII CKIEPO3, XOTS OJUTOKJIOHAIbHBIEC aHTHU-
tena B LICXK Ob11r BBIABIIEHBI TOJIBKO B 2 U3 6 CITyYaes,
Y HHA B OITHOM HaONIOJeHWH He ObUIO maTtoMopgoiio-
THYECKOTO MOATBEPKACHUS PacCesHHOTO CKIIepo3a.

M. Rubin et al. [23] npuBonsT onucaHue 2 crydaeB
COYETaHHUsS PACCESIHHOTO CKJIEepo3a M JeMHEIHHU-
3UpYIOIICH IMOJUMHEBPONAaTUU. Y OTHOTO MalHeHTa
KJIMHUYECKHE TPU3HAKH IOJMHEBPONATHH OTMeya-
ek 3a 12 jer 1o mosiBIeHHS NMEPBBIX NPU3HAKOB
paccessHHOTo cKjiepo3a. Y BTOpPOro OOJBHOTO YK€ B
ne0r0Te paccessHHOTO CKJIEP03a UMEJIHCh TakXkKe Iapa-
KJIMHUYECKHE MIPU3HAKU Nepudepruueckor JeMuenu-
HHU3alMU ¥ aKCOHOMaTHU. B 06oux ciryyasx moBpex-
JIeHrue nepudepudecKux HEPBOB IMONTBEPXKIAIOCH
JaHHBIMU 3JIEKTPOMHOTPaGUIEeCcKOro MccaeIOBaHUS
U pe3ynbTaTaMu OMOICHHU. ABTOpPHI MOAYEPKUBAIOT,



XPOHMNYECKA S BOCITAJIMTEJIBHA ST JEMUEJIMHN3NPYIOLIA S TTOJIMPA IUKYJIOHEBPOITATH AL
KIIMHNYECKHWE OCOBEHHOCTH, AMATHOCTUKA, ITPOI'HO3

YTO WHBIE TPUYUHBI [IEHTPATLHOW AEMHUCITHHU3AINN
(IOMHMO paccessHHOro CKJIepo3a) — aIgpeHONIECUKO-
oucTpodus, MeTaxpomaTnieckas Jeiikoguctpodus,
Oone3ns Kpabbe — B 3THX ciydasix ObLIN HCKITIOUCHBI.
PaccmarpuBas nepudepudeckyro IeMUETHHU3ALNIO
KaK CBOCOOpa3HBIN, KpallHe PEeIKHiA MPU3HAK pacce-
STHHOTO CKJiepo3a, M. Rubin et al. [23] He uckitogarot
U ApYTUX 0ObsICHEHUI UMEBIIMXCS y OOJBHBIX HApY-
LICHUI — BO3HUKHOBEHHE HIMOMATUYECKOW (hOPMEI
XB/II y nanueHTOB € pacCesHHBIM CKJIEPO30M, a
TaK)K€ BO3MOXXHOCTH HAMYHSA OTAETHHOW HO30JI0-
TUYeCKOi (POPMBI, TPOSBISAIONICHCS EHTPaTbHONH U
nepudepudeckoil nemuHuzanueit. CxoaHble Ipe-
noJiokeHns BbicKaspiBaioT J. Mendell u et al. [18]
u M. Quesada et al. [22]. [Ipennonaraercs, 4To B
ocHoBe maroreHe3a mopaxkenus [IHC mpu XB/III — u
nepudepruaecKoil IeMUeTHHN3AINH [TPH PaCcCETHHOM
CKJIep03€ — MOXKET JIeXkaTh CXOJCTBO WMMYHHBIX
HapylICeHUH TpU STHX JIBYX pPa3HBIX 3a00JIEBaHHSIX
[9, 19, 30].

XpoHuyeckasi MOTOpHast aKCOHAJIbHasA
HEBPOMATHUSA TI0 CBOWM KIMHUYECKUM OCOOEHHOC-
TSIM BO MHOTOM HAaIlOMHHAaeT OOJIE3Hb JIBUTATENb-
Horo HelipoHa. JluddepeHumanpHas amarHocThka
0COOEHHO CIIO)KHA TPU OTCYTCTBHM Yy OOJIBHBIX C
9THM THUIIOM IOJMHEBPONATHH OJIOKOB MPOBEACHMUS
WM MOBBIIEHHBIX THTPoB GM 1-anTuren. K. Gorson
et al. [10], mpuBoms omEICaHWE MATOIOTUUCCKH
MOATBEPKACHHOIO CIy4yass XPOHUYECKOM MOTOpHOH
AKCOHAJIbHOW HEBPOIIATHH, MOAYEPKHBAIOT OTCYT-
CTBHE U3MEHEHUH CIIMHHOTO MO3ra (KpOMe XpoMaro-
JIU3a IBUraTeIbHbIX HEHPOHOB) MPU HATMYUN UCTOH-
YEHHSI ¥ TIOTEPH aKCOHOB TOJIBKO MIEPETHNX KOPEIIKOB
B COYETAHUHU C TIEPUHEBPAIIBHON U MEPUBACKYIISPHOM
muMbonnTapHON HHPHUIBTpAIel CTMHHOMO3TOBBIX
KOPEIIKOB ¥ CMEIIAaHHBIX HEPBOB.

Huddepenumansuas nuarHoctuka npu XBJIT
IIPOBOJIUTCSL C OCTPOW BOCHAIMTEIHHON JEMHEIH-
HUBHPYIOLIEH MOMUpPaguKyIOHeBpoIaTueli, Haciea-
CTBEHHBIMH (hopMaMH CEHCOMOTOPHBIX HEBPOIATHH,
MapaHeoIIaCTHYECKOW HEBpONaTueil, HEBPOIIaTHAMU
pu 3a00J€BaHUAX COCANHUTEIBHON TKaHH.

Iapakaunuyeckoe oocaenopanue npu XB/IT

OObIYHBIE aHATHU3BI KPOBU M MOYH CYIIIECTBEHHOI
auarHoctuyeckoil 3Hauumoctu npu  XBJII He
HMMEIOT, OJTHAKO PE3yIbTaThl MMOMOTAT HCKIIFOYHTH
HEKOTOPBIE APYTUe BapUAHTHI NoNUHeBponaTuu. [Ipu
anammze LICXK 6Gonee uem B 90% ciy4yaeB BBISABIIA-
eTCsl TOBBIIIEHHE YPOBHA OeiKka TMpH OTCYTCTBUH
IJICOIINTO3a. YBEIIMUCHHE KojimuecTBa KieTok B LICXK
6onee 10 KJI./MKI CBHUAECTENBCTBYET IMPOTHB 3TOTO

JMarHo3a (MCKJroueHue cocranister cunapom XBJIIT
npu CIIWJle u Helipoboppenno3e, mpu KOTOPOM
MOJKET BBISBJIATHCS IUIEONUTO3 10 S50 KIIL/MKIL).
VYposens Oenka B LICXK yvacto nossien go 0,60 r/n
u Oosiee, 0COOCHHO B mepuon peuuanBoB. OIHAKO Y
HeOobol yactu 6onapHBIX XB/III 3TOT mokasareins
MOXeT OBITh B ipeaenax HopMbl. [Ipu ananmuze LICXK
MOTYT BBISBJIATHCS OJINTOKJIOHAJBbHBIE aHTUTENA,
4TO OCOOCHHO XapakTepHo Jiis naruentos ¢ XBJII,
HMEIOLIMX Takke kiuHudeckue u MPT-npusnaku
BOBJICUEHUSI B TMATOJIOTMYECKHUN Iporecc O6enoro
BemecTBa [{HC.

ONeKTpOPU3UOIOTHIECKOE HCCIIEOBAaHHE TIPH
XBAII nmoMoraer MoATBEPAUTh HAIUYHUE JEMUEIU-
HU3aIMK TEepUPEePUUSCKUX HEPBOB U KOPEIIKOB.
B TummuHBIX cnoy4asx BBIABISIETCA CHUXKEHHE
CKOPOCTH  paclpoCTpaHeHUsi BO3OYXKICHHS IO
HEepBHBIM BoJIOKHaM (Mmenee 70-80% oT HuXKHEH
TpaHHIBl HOPMBI) M HajJu4yue OJIOKOB MPOBEICHUSI.
CHmxaetrcss aMIUIMTyAa JIBUTATeNbHOTO IOTEH-
1[Mana, a Takke YBEIMUUBAIOTCS TUCTaJIbHAS JIaTeHT-
HOCTb U JIATEHTHOCTb F-BomnHbL. IIpudem Ha paHHEHR
cTanuu 3a00JeBaHUs WM TIPU CEJICKTHBHOM BOBJIE-
YeHUH B TMAaTOJOTMYECKHUH TIpolecc CIHMHHOMO3-
TOBBIX KOPEUIKOB M3MeHEHUs! F-BOJHBI MOTYT OBITH
€IMHCTBEHHBIM NaTOJIOTUYECKUM NPU3HAKOM, BBISB-
JICHHBIM TPU 3JEKTPOPU3UOIOTUIECKOM HCCIE0-
BaHUHU.

Ipu MHUKPOCKOITHYECKOM HCCIIE0BAaHUU
ouonTara n.suralis npu XBJ/II1 nemMuenuHu3upyro-
IIer0 WM CMEIIaHHOTO — JeMHUETHHU3UPYIOIIEro U
AKCOHAJILHOTO — TUITOB BBISBIIAIOTCS ITOTEPS] HEPBHBIX
BOJIOKOH, HaJlW4Me JIeMHEIMHU3UPOBAHHBIX WIH
TUTIOMHUENINHU3NPOBAHHBIX BOJIOKOH M U3MEHEHHH 1O
TUIY «JTYKOBHUYHBIX TOJIOBOK», CBHJIETENBCTBYIOLINX
0 Tpolieccax peMHeTUHU3AINH, a TaKXKe JIerkas Win
yMepeHHas (peIKko — BbIpaXKCHHas) aKCOHaJIbHas
JlereHepalus, OTeK SHIOHEBPHS, BOCIAIUTEIbHBIC
M3MEHEHHs (KOTOpble MeHee BBIPaKEHBI, YeM 3TO
ObIBaeT TpW BAacKyJIHTax), HaJlMuue Makpogaro
BOKpPYT COCYZIOB SHIOHEBPHSI.

IIpu MPT-uccnenoBaHun ¢ KOHTPACTUPOBAHUEM
y 601bpHBIX XBJ/IIT MOXXET BBISIBIATHCS HAKOIUICHHE
KOHTpAcTa B 00JIaCTH KOHCKOTO XBOCTa HMJIM CTBOJIOB
nepupepruueckux HEPBOB, YTO OTPaKaeT HAJIMUYHC
HapyLIeHWH TeMaToOHEeBpalbHOro Oapwkepa. B Heko-
TOPBIX CIy4asX MOXKHO BH3yaJU3UPOBaTh YBEJH-
YeHHblEe B pa3Mepax CIHHHOMO3TOBBIE KOPEIIKH U
nepudepuueckue HepBbl. [Ipy MPT Tarxke moryt
BBISIBJIATBCS CXOAHBIE C PACCESIHHBIM CKJIEPO30M
oyard JeMHETUHHU3AUHU B MONYIIAPUSIX TOJOBHOTO
MO3ra.
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Teuenne u nporuos npu XB/II

Teuenune XBJIII xapakrepusyercs 3HAUUTENbHON
BapuabenbHOCTRIO. [loHOE BOCCTaHOBIIEHHE OTMe-
yaercsi peako, ogHako y 50-65% OonbHBIX pe3u-
IOyalbHble HEBPOJOIMYECKHE paccTpoiicTBa He
BBIpQKEHBI W HE CKa3bIBAalOTCS CYIIECTBEHHO Ha
kauecTBe Xu3HU. Y 30-40% OoibHBIX HaOMIOHaeTCs
ymepenHas, a y 10% — 3HauuTeNbHAS WHBAIHIIU-
3anus. [IporHo3s xyxe y OONBHBIX C TPOTPEAUEHTHHIM
TEUYEeHUEM, C TPU3HAKAMU BOBIIEUYEHHUS B ITATOJIOTH-
YEeCKHH Mpolecc HEe TOJNBKO NephU(eprHuecKoi, HO
u [[HC, a Taxxke ¢ Oojee CyIIECTBEHHBIM MOBPEXK-
JICHHEM aKCOHOB. [IpruMHaAMU JeTalbHOTO HMCXO0/a
MOTYT OBITh MHTCPKYPPECHTHBIE HHPEKIIUN, TPOMOO-
MO0 JIETOYHOU apTEePHH WITH CETICHC.
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