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BonesHb Xupasma, nnu moHoMennyeckas aMMoTpodus, ABNAETCA Pa3HOBUAHOCTbLIO LIepPBUKabHOI MUenonarum, CBa3aHHoOM
o crnbaHuem B WeNHOM OTAeNe NO3BOHOYHMKA, BbI3biBatOLeil aTPOdUI0 WeAHOro 0TAENA CMMHHOTO MO3ra 33 CYET KOM-
npeccun oTcnamBalolleiics AOPCasbHOi YacTh TBepAoN MO3roBoit 060104KK. B HacToswee Bpems 6one3Hb Xupasma —
HeJ0CTaTOYHO U3YYeHHas, HO [OOPOKaYeCTBEHHas NaToNorus, Tpebywas TIwaTenbHoro 06cef0BaHNA U NPOBEAEHNUSA
AvddepeHLManbHOi AUATHOCTUKM C PYTUMU BapuaHTaMKU MUENONaTUiA, YTO 0COOEHHO BAXHO AN UCKMIOYEHWS TaKoW
Cepbe3HOM NaToorum, KaK LWeiHbli BapuaHT 60KOBOr0 aMMOTPO(UYECKOTO CKnepo3a. lpefcTaBaeHe [AHHOMO KIMHNYe-
CKOTO C/ly4as no3BosfeT paclupuTb 0CBELOMIEHHOCTb KIMHULNCTOB O 60ne3HM X1pasma C Lesbio paHHei afeKBaTHOM
AWNArHOCTUKM 3TOi NaTonoruu.

KnioueBble cnoBa: 6one3Hb Xupasma, MOHOMEIMYECKas aMUOTPOdUs, KOMNPECCHs CMUHHOMO MO3ra Npu WeilHOM crubaHuu,
WeMnHbIA 0TAEN NO3BOHOYHUKA, NPOrpeccupyoLas MblledyHas arpodus, 60KOBO aMMOTPOdUUECKHit CKNepos, MOTOpHas
MynbTUdOKaNnbHas HeliponaTus
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ee auddepeHUNanbHOMO AnarHo3a ¢ gpyrumu hopmamu LepBUKaNbHbIX MUENONATUIA: KNMHUYECKUI cnyyail. Pycckuii
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Hirayama disease, or monomelic amyotrophy, is a quite rare type of cervical flexion myelopathy that causes atrophy
of the cervical spinal cord. Today, Hirayama disease is an insufficiently studied pathology that requires a thorough
examination and differential diagnosis with other variants of myelopathy, which is especially important for excluding
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such a serious phenomenon as the cervical variant of amyotrophic lateral sclerosis. The presentation of this clinical case
makes it possible to increase clinicians’ awareness of Hirayama disease in order to ensure early diagnosis and treatment.
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progressive muscular atrophy, amyotrophic lateral sclerosis, motor multifocal neuropathy
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IOBeHMIbHAST MBIIIEYHAsT aMHOTPOGUST AUCTATLHBIX
OTJIEJIOB BEPXHMX KOHEYHOCTEH, KOTOPYIO TakKKe Ha3bIBAIOT
oone3Hblo Xupasama (bX), nMeer HeCKOJIbKO CHHOHUMOB:
MOHOMeJIMYecKass aMuoTpodus, IOBEHUIbHAST aCUMMe-
TPUYHAs CIIMHAJIbHAST CETMEHTApHAsT MBIIIICYHAsT aTpOpHUsI.
Dro 3ab0jIeBaHKe, BIIEPBbIC OMMCAHHOE Y XuTeneit Smo-
HuM 1 FOro-BocTouHoit A3un, XapaKTepu3yeTcs: OHOCTO-
POHHEI1 (peXe — aCMMMETPUYHOI JABYCTOPOHHEN) IpO-
IPECCUPYIOIIEH MBIIIEYHON CJ1a00CThIO M HEBPOT€HHBIMM
aTpo¢UsIMU MBILIL KUCTU U TipeArieubs (MuoToMmel C7,
C8 u Thl).

Bbonesnnr Xupasima — 310 10OpOKaueCcTBEHHAasI LIeiHas
MUEJIONaTUsI, CBSI3aHHAsI C BEHTPaJIbHBIM CMEIICHUEM
JOPCaJIBHOTO OTZEeJa AypajlbHOTO MEIIKa NMPU crubaHuu
IIEHHOTO OT/ea ITO3BOHOYHMKA C JIOKAJIbHOM KOMIIpEC-
CHeli CIMHHOTO MO3ra M HapyllIeHMeM BEHO3HOT'O OTTOKA.

3aboseBaHue XxapakTepusyercs (oKaabHOM aMUOTPO-
(ueit MpIII ¢ HapylIeHHeM (QYHKIMA MOTOHEWPOHOB
HIDKHUX IIeMHBIX cCerMeHTOB crmHHoro mo3sra: C7, C8,
Thl [12].

[lepBrblit maneHT ObLT onucad B 1959 1. smoHCKUM
HeBposioroMm Keitzo Xupasma [16], ¢ Tex TTop onmyoImKo-
BaHBI onMcaHug 6osee 1500 KTMHMYECKUX HAOIIOAEHUIA,
Y MX YKCJIO YBEIIMYMBACTCS, PACIIUPSCTCS KIMHUIEeCKasK
(beHOMEHOIOTHUS ¢ BBIICIEHUEM HECKOJIbKUX IOITUIIOB
3a00JIeBaHMsI, YTO OIpPEAE/ISIET aKTyalbHOCTh OIMCAHUS
HOBBIX KJIMHUYECKUX ciiydaeB. [1o-BuarMoMy, 3a60j1eBa-
HUE SIBJISICTCS HE CTOJIBKO PEAKUM, CKOJIBKO HEI0CTaTOY-
HO IMarHOCTHPYeMbIM. B CBsI31 ¢ paciimpeHreM BO3MOX-
HOCTE JUISI TMPOBEACHUS MarHUTHO-PE30HAHCHOM
JMMArHOCTMKM BCE Yallle B POCCUNCKON HAyYHOM JUTepa-
Type MOXHO BCTPETUTh HOBbIE KIIMHUYECKUE OIMCAHNSI.

Dnuaemuoorusa. Hanbospinast pacrpocTpaHeHHOCTb
bX otMeueHa y MyX4uH B A3uH, OTIEIbHBIE CJTy4yau BbI-
saBineHbl B EBponie u CeBepHoit Amepuke [20].

Jeoror B Bo3pacte ot 15 mo 25 yet, game B 17—19 JeT;
MY>KYMHBI CTPagaloT B 7 pa3 Yallle KeHIIWH, YTO CBSI3bIBa-
10T ¢ 00JIee MHTEHCUBHBIM POCTOM U U3MEHEHHMEM aHTPO-
IIOMETPUIECKHUX TTapaMeTPOB MOCJIe IEproIa IMOJ0BOrO
cospeBaHus [19].

Druoaorusg bX ocraeTcst AMCKYCCUOHHOIM.

ITaTorene3 bX 10 cuX MOp TOYHO He SICEH, HO Harubo-
Jiee TIpaBIONOA00HOM! TUIOTE30M SIBJSIETCS] TUTTOKCUYECKH -

UIIEMUYECKOe MOBPEXIEeHUE BCAEACTBUE KOMIIPECCUU
CIIMHHOIO MO3ra MpU IIeAHOM CTrMOaHUM, TIPUBOISIIEE
K HEKPO3Y KJIETOK MePEeaHUX POTOB C MAKCUMAaJIbHOI BbI-
paxkeHHOCThIO Ha ypoBHe C6—C7—C8 [26, 35]; Ha Goiee
MO3IHUX CTAAUSX HACTyIaeT aTpodrsi CMUHHOTO MO3ra.

Bonesnb Xupasima MoXeT ObITh CBSI3aHa C OTEKOM 3a/I-
HETO 3MUIYPATbHOTO BEHO3HOTO CIUIETEHUS U PE3YIBTH -
pymoleit KoMIpeccuel CIMHHOIO MO3ra, YTO yKa3biBaeT
Ha poJib COCYIMCTHIX (hakTopoB [5, 8]. Psa aBTopoB pac-
CMaTpHMBAaIOT B KAYECTBE 3HAYMMOI'0 MeXaHU3Ma pa3BUTHUS
BbX HecbaaHCMpPOBaHHBIN POCT CIMHHOTO MO3Ta U TBEp-
JIoi1 MO3roBoii oboouku [31].

Kinunauyeckas kapTuna. XapakTepHbl OTHOCTOPOHHSIS
MBIILIEYHAs C1a00CTh U aTpOodus MBI KUCTU U TIpea-
TLTeYbS.

B nutepatype npencraBieHsl ciaeaylolie Haubosee
BaXHbIe KJIMHWYECKME KpuTepuu [36]:

* OIHOCTOPOHHEE WIU ITPEUMYLLIECTBEHHO OJJHOCTOPOH-
Hee NopaxkeHue JUCTATbHbBIX OT/IEIOB BepXHEil KOHeY -
HOCTU — CHUXKEHME CUJIbI M aTPOGUS MBIIIILL, a TAKXKE
Hammyue QaclMKYJ/ISLMI B MBILILAX PYK U XOJIOIOBOTO
napesa, T.€. yBeJUUEHUE CTEIIEHU MbIIIIEYHOM CcJ1ab0-
CTU Ha XOJI0[Ie;

* OTCYTCTBHUE 3HAYMMBbIX YYBCTBUTEIbHBIX HAPYIIICHU
1 U3MEHEHMSI TTpoIpropedIeKcoB, a TAKXKe CUMIITO-
MOB MMOpakeHUsI HUXKHUX KOHEYHOCTEI;

* UCKJIIOYEHUE NPYTMX IPUUYMH NTOPaXEeHUs CIIMHHOTO
Mo3ra (CUpUHTOMUEINNS, CIIMHAIBHBIE OITYXOJIY, MYJTb-
TUdoKaabHasg MoTopHas HeBpornatus (MMH), 6o-
JIe3Hb MOTOHEpPOHA U T. I1.);

* (hDeHOMEH «OTCPOUYEHHOI'O CIABJIEHUS» — CUMIITOMBI
YCWJIMBAIOTCS MPU Mepepa3srudaHuu 1meu (13-3a cMe-
LIEHUS AyPaTbHOTO MEIIKa Y KOMITPECCUY CHTUHHOTO
moara) [33].

JlonoHUTE IbHBIE METOIBI HCCIeA0BAHNS. PeKoMeHIy-
eTcs MPoBeJeHUE MAarHUTHO-PE30HAHCHOU ToMorpachuun
(MPT) weitHoro otnena no3BoHouHuKa (ILI1OIT) B moso-
XXEHUM CTMOaHUs, peKOMEHAYeMbIiA yroy crubaHus co-
crabnsieT 30—40° (MuHUManbHbINA — 25°). HelipoBusyanu-
3alIMOHHBIMU Mpu3HaKaMu bX SBISIOTCS BeHTpalbHOE
CMellIeHUE 3aJHe MOBEPXHOCTU TBEPI0H MO3TOBOI 000-
Jnouku npu crudanuu B LIOII, morepst mpuKpereHus
MEXIY 3alHUM NypajbHBbIM MEILIKOM M HUXKeJexXaein
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IJIACTUHKOM, paclIMpeHHOEe BHYTPEHHEE MTO3BOHOYHOE
BeHO3Hoe cruieTeHue npu crubanuu B LHOIT u atpodpu-
YeCKHMe U3MEHEHMS TIePETHIX POTOB Ha YPOBHE HIDKHMX
IEWHBIX CETMEHTOB CIIMHHOrO Mo3ra. B HeliTpaabHOM
nosoxeHuu IITOIT Ha TOMOrpaMMe MOTYT OIPEACIISITECS
JIOKaJIbHast aTpoust HYKHMX IIEAHBIX CETMEHTOB CITUH-
HOTO MO3ra, HapylieHue (PU3U0JIOTMIeCKIX N3TUOOB I10-
3BOHOYHMKA, aCUMMETPUYHOE YIUIOIIEHUE CITMHHOTO
MO3ra B iepeIHe3aIHeM HallpaBIeHUH, IpyIeBUIHast (Dop-
Ma ITOTePEeYHNKA CIIMHHOTO MO3Ta, TapeHXMMAaTO3HbIC 13-
MEHEHMSI B HYDKHUX IIEMHBIX CErMEHTaX CIIMHHOTO MO3ra
npu T2-B3BelIECHHOM U300paXkeHUU (MHTpaMeayIsspHast
TMIEPUHTEHCUBHOCTh — CHMIITOM <«IJIa3 3MEW»), MOTepsI
KOHTaKTa 3a{HeW MTOBEPXHOCTU AypaJIbHOTO MEIIKA € JOp-
CaJIbHOI CTeHKOM CIIMHHOMO3roBoro KaHana [12, 17].

[Ipu npoBeneHNM 3JIeKTpOHeipoMuorpaduu onpeme-
JITIOTCS CETMEHTAapHbIe HEPOTeHHbIE TTOBPEXKIEHUSI, yKa-
3pIBAlOIIIME Ha IAaTOJOTHIO MOTOHEMPOHOB MEPEIHEro
pora CIIMHHOTO MO3Ta, PaCIOJI0XEHHBIX B HYDKHEI YacTh
IEHHOTr0 OTAeIa CIIMHHOTO MO3Ta, IIPU OTCYTCTBUM I10-
paXkeHUsI YyBCTBUTEIBHBIX HEPBOB.

[cTomornveckoe UCCaeIOBaHNE TTOPAXKEHHBIX MBITIIIT
B YAaCTH CJTy9aeB BbISIBIISIET pa30pOCAHHBIC TPYITITHI MEJIKMX,
aTpodUIeCcKX KOHTYpUPOBAaHHBIX BOJIOKOH. [1o TaHHBIM
B. Zhou u coaBr., B 25 % cirydaeB OMOIICHS MBI HE BbI-
SIBJISIET TIAaTOJIOTMYECKUX 3MeHeHuit [40].

Juddepennuanbaas quarnoctuka. LlepBukanbHas Mu-
eJlonarus ObIBAaeT CBSI3aHA C BOCIIAJIUTEIBHBIMM ITPOLIEC-
caMM, TpaBMaMM, COCYAMCTHIMU aHOMAJIUSIMU VJIA OITY-
XOJISIMM.

TpynHocTr npoBeaeHus nuddepeHunaaIbHONi quar-
HOCTUKM CUHIIPOMa BEPXHETO BSJIOTO MOHOIIape3a CBs3a-
HBI C TOJUMOP(PU3MOM KIIMHUYECKHMX (POPM, CXOXKECThIO
(beHOTUITMYECKOI KAPTUHBI C 3200JICBAHUSMMU, IIPU KOTO-
pBIX cTpamaeT nepudepudecKrii JBUTaTeIbHbIN HEHPOH
W/WIU HeBpalbHbIe CTPYKTYphl. K 3THM 3a00JieBaHUSIM
OTHOCSITCSI IeHO-TpyaHast (hopMa OOKOBOTO aMUOTPO-
duueckoro ckieposa (bBAC), niepBuKaibHasl CIIOHIU-
noreHHast amuotpodus (LICA), MMH, TyHHeIbHbIE CUH-
JIPOMBI, HACJICACTBEHHAsI HEBPOIIATHUS CO CKJIOHHOCTBIO
K KOMITPECCUOHHBIM MapainiaM, cuHApoM JIstonca—CaMm-
Hepa, XpOHMYECKast BOCIAIUTEIbHAS AeMUCTMHU3UPYIOIIAsT
MOJIMPATUKYJIOHEeBponaThs, X-CIeTUICHHAsT CITMHAIBHO-
Oy/IbOapHast MbIIIeYHast aTpodusl, CIMHAIBHBIC MBIIIICYHbIC
aTpoduu, AMCTaIbHbIE MMOIIATUM U HEBPOITATUU.

Jleyenue. KoHcepBaTHBHOE JIeUEHUE 3aKII0YaCTCS
B MCITOJIb30BAaHMU XKECTKOTO IEITHOro BOPOTHHKA LIS TIPe-
JIOTBpAICHUST TIOBPEXICHUS CIMHHOTO MO3ra ITpy cruda-
Huu B LIIOTII. ®ukcanusa nanHbM ciocoooMm LITOIT cro-
coOHa He TOJIbKO NpPeAOTBPaTUTh IPOTPECCUPOBAHUE
3a00JIeBaHUsI, HO M YMEHBIIIUTh BEIPAXKEHHOCTD aTpOduii
u MbleyHoi cinadoctu. 1o nanueiM K. Tashiro u coasr.,
M30JIMPOBAaHHOE TPUMEHEHUE BOPOTHHMKA 3((HEKTUBHO
B 57,2 % cay4aes [30].

Bo3MOXHBI BapyMaHTBl XUPYPTUYECKOTO JICUCHMS,
HO B JIUTEpaType He MPeICTaBIeHbI paHIOMU3HPOBaHHbBIC
KIMHWYECKHE UCCIIEAOBaHMs, ToKa3bIBalonye 3 PeKTUB-
HocTb ITpy bX onepaTtnBHBIX BMemaTesTbeTB. [IpruMeHeHe
XUPYPTUYECKUX METOMOB JICUYCHUSI, BEPOSITHO, MOXKET
MmoTpedoBaThCs B clydasix OoJiee TsKesloro TeueHus bX,
3aKJTIOYAIOIIErocs B BEICOKOM aKTUBHOCTH IEHEPBAIIOH-
HOTO Tpoliecca, rpy0oil aTpouu epeaHUX POroB CIIMH-
HOTO MO3ra, BOBJICYEHUH OOKOBBIX CTOJI0OOB CIIMHHOTO
MO3Tra C MOSIBJICHUEM CUMIITOMOB MOPaKeHUsI TUPaMUII-
Horo TpakTa. Hanbosee pacrpocTpaHeHHOM orepauyeit
SIBJISIETCSI TUTACTUKA TBEPAO MO3roBOIl 000JI0UKY C JIaMU-
Horutactukoi ¢ ukcarueit LIIOTIT aptponezom wiu 6e3 Ta-
KoBoii [13, 32].

Teuenue u mporHo3. CKpbITOE HAYAJIO C ITOCTEIIEHHBIM
MPOTrpeCCUPOBAHUEM CHMIITOMOB Ha ITPOTSKEHNH TTEPBBIX
HECKOJIBKHX JIET 3a00JIeBaHUSI, CMEHSIONIeecs CTaOuIn-
3arMeil KITMHMYECKMX MPOSIBJICHWIA U TIpeKpallieHueM Ipo-
rpeccrpoBaHud 3a00aeBaHus. OTHAKO HEOOXOAMMO YUH-
TBIBaTh, YTO CTEIIEHb MHBAIMAN3AINH MAIlIEHTOB MOXET
OBITh pa3IM4HO [33].

IIpencraBiasgeM coOCTBEHHOE KJIMHUYECKOE HaOJIIO-
JIIeHWE.

KnuHuyeckuni cnyyait

Hayuenm H., 16 sem, yuenux 10-20 kaacca obujeo6pa-
306amenvHoll wikoawt e. Mockevl, enepsvie 06pamuacs 6 mae
2023 2. ¢ acanobamu Ha 02paHuUHeHUe YACMUYHO20 CCUOAHUS
bonvwoeo naavya npasoii kucmu (digitus 1 dextra) na gone
comamuueckoeo oaaeonoayuus. Hacreocmeennulii anamues,
€O CA06 hayuenma, He omseoueH. 3noynompeodaenue aNKo-
20n1em, KypeHue, aniepeudeckue peakuyiu ompuyaem.

Ilpu ocmompe u 6 Hesposoeuueckom cmamyce: pocm
177 cm, macca mena 80 ke. Hnoexc maccot mesa —
25,5 ke/m>.

Cosnanue sicnoe. Ilcuxomuueckue, SMOUUOHANbHbIE U UH-
MenNeKmyanbHoO-MHeCmUu4eckKue HapyueHus, 00uemo3eo8ole
U MeHUHeeanbHble CUMNMOMbL He @biseneHbl. CoH, annemum
He HapyuleHbl.

Yepennoie Hepabl 6 uenom 6e3 namonoeuu. Ommeuena Autib
N€2KAsL ACUMMEMPUsL AUYA C ONYUeHUEM npagoeo yena pma
npU OMCYMCmMeUU NPU3HAKOE8 nape3a MUMUMECKUX Mol

Jleueamenvhas cucmema: Molue4HbLI MOHYC CHUNICEH
6 OUCMAanbHbIX OMOeNax 8epXHUX KOHEYHOCMell, 8 NPOKCU-
MAAbHbIX 0MOeNax U HUNCHUX KOHEHHOCMSAX He usmeneH. Tu-
nompogust Mvlully, NPAB020 NPeonae4bsl, yMeHbUleHUe 006eMa
Ha 1,0 cm mbluy epynn meuHapa u eunomeHapa, ampous
Moy 1-20 medxcnanvlyesoeo npomexcymia cnpasa (puc. 1).
Mbiueunas cuna cHudCEHA 8 NPABOLL KUCMU. 10KmMesoe CaU-
barnue u nponayuu Kucmu — 4 6anna, ceubanue OUCManbHoll
ganarneu boavuioeo nasvya cnpasa — 2 oaina. Moliweunas
CUAQ NPOKCUMANbHBIX MblUY, NAe4e8020 nosca (mpaneyue-
8UOHOIL, 08y21a80il, 0eabmo8UOHOI, nepedreil 3youamoii)
He cHuxcena (5 6a1108).
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Puc. 1. Ocobennocmu eunompoghuu moiuy Kucmeii nayuenma H.

Fig. 1. Features of muscle hypotrophy of the hands of patient I.

Maii2023r./

* OrpaHnueHne crubanua HorTeBoil anar  oTBeaeHNA 6ONbLLOTO NanbLa NPaBoii KUCTKH /
Limitation of flexion of the nail phalanx and abduction of the thumb of the right hand

May 2023

Wonb 2023 1./

« (nabocTb 6onbLLOro NanbLia npasoii kuctw / Weakness of the right thumb
* OrpaHnueHue npuBefeHUA 1 oTBeAeHNA bonbluoro nanbua / Limitation of adduction and abduction of the thumb

June 2023

Oespanb 2024r./
february 2024,

the interdigital spaces

* ATpodua mbiLuLy 1-ro MexnanbLieBoro npoMesxyTka npaoii Kuctu / Atrophy of the muscles of the first interdigital space of the right hand

« [UnoTpodUA MbILLL, NPaBOro Npeanneybs, MblLLL TeHapa, runoTeHapa / Hypotrophy of the muscles of the right forearm, thenar and hypothenar muscles

« HapactaHue cnaboctin B npaBoii pyke / Increasing weakness in the right arm

« [locTypanbHblii MenKopa3MalLNCTbIit TpeMop KucTedt pyk ¢ 2 ctopoH / Postural fine-scale tremor of the hands on both sides

* HapactaHue cnabocTin MblLLL, NPaBoii KUCTY € BKMIOYEHUeM MeXnanbLieBblx NpOMeXyTkoB / Increasing weakness of the muscles of the right hand, including

INWSISYIVZYOM  of the right hand

Aprit 2024

« OrpaHuyetie crubanms HorTeBoil pananru 1 oTBeAeH!A 6onbLUOro NanbLa npasoi kuetu / Limitation of flexion of the nail phalanx and abduction of the thumb

* [MNoTpodUA MblLLIL, NPaBOil BEPXHEN KOHEUHOCTY C NPeMMYLLeCTBEHHBIM BOBNEYEHUEM AUCTaNIbHBIX OTAENOB 1 MOABNEHMEM Xano6 Ha cnabocTb B MbILLLiAX
NeBOIA KNCTW, HENOBKOCTb NPY BbIMOMHEHM TOUHBIX ABIKEHWI / Hypotrophy of the muscles of the right upper limb with predominant involvement of the distal
sections and the appearance of complaints of weakness in the muscles of the left hand, awkwardness when performing precise movements

Puc. 2. lunamura #aiob u 0CHOBHbIX KAUHUMECKUX CUMNIMOMOB

Fig. 2. Dynamics of complaints and main clinical symptoms

IIposedeno obcaedosanue, exarouasuiee KAUHUKO-HEBPO-
Aoeuyeckoe, IMeKmpopu3uosocudeckoe (CmumMyasSyUoHHas,
a makoice N0KAAbHAS U20AbYAMAS INeKMPOMUoepadus)
u Heilposusyaaruzayuonnoe uccaedosarue (MPT 20106060
U weu, YYHKUUOHANbHYIE NPOObL CO CCUOAHUEM UieU; KOMIbIO-
mepnas momoepagpus (KT) eepxueii koneunocmu,).

Inekmpomuoepaguueckoe uccaedoganue om UHHS
2023 e.: kopeuikosoe nopaicerue yposrs C8—T1 ¢ evipancen-
HbIM AKUEHMOM CRPABa, C1e6a — He3HAHUMeNbHble Nposee-
Hus. MPT IlIOII: npuznaku ghopmuposaruss namoao2u4ecko-
20 kughoza ¢ IIIOI1. Komnsromepras momoepagus eepxueil
KoHeunocmu: 6e3 namoaoeuu.

Ilocae nepsoeo obpawenus nayuenm npouwen Kypc Kom-
NAEKCHO2O KOHCEPBAMUBHO20 PeabUAUMAYUOHHO20 AeHeHUs
6 meuerue 4 Hed ¢ HeboAbUIOL NOA0NHCUMENbHOU OUHAMUKOL —
nos68uUA0Ch ceubanue Hoemegoll paraneu.

Junamura x#anob u OCHOBHbIX KAUHUYECKUX CUMNIMOMO8
npedcmaenena Ha puc. 2.

B danvuetimem uepes 8§ mec (ghespans 2024 2.) nosisunuce
crabocms u eunompoghusi @ npasoil Kucmu u npeonievve,
mpemop Kucmeii npu pazeubanuy u HanPANCEHUU GblMAHYMbIX
naavyes.

Ilpu noemoprom oocredosanuu: KT IIIOII: ymeperuo
8bIPAJCEHHAS OUCNAA3US BePXHEUETIHO20 0MOeAd NO360HOY -
HUKA, NPU3HAKO8 CMEH03a NO380HOUHO020 KAHAAA U MENCHO3-
60HOUHBIX omeepcmuil He gbiseaeno. MPT nosgonounuxa:
kugomuueckas mpancgopmayus C4—C7. Ilepednesadnuii
pazmep no3eoHouHoeo kanana — om 100 mm na yposne C5—C6.
Ilo3eonounvii kanan cyxcen na yposre C5—C6. Ommeua-
romcesi 8bINPAMAEHUE WEliH020 A0PO03a, HeBbIPANICEHHbII CKO-
AU03 8npago. Amaanmo-oenmanvras OUCMAHUUS 8 HOPMe
(0o 3 mm). Cmpykmypa, gopma u evicoma mesn NO360HKO8
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He usmenenbvl. 3amvikamenvHole NAACMUHKU U CYCMABHblE
N0GEePXHOCMU NO360HK08 POsHble U yemKue. Mexcno36onko-
8ble Omeepcmust U OUCKU HOPMAAbHOU CIPYKIYPbL U GbICOMbL.
Ilo360n04HbLI KaHan U AypanbHblil MEULOK He 0egpopmuposa-
Hol. Ommeuaemes: ACUMMEmMpPUHHAs Ampoghusi CRUHHO20 MO32a
Ha yposue C5—C6 (puc. 3) 0o 3 mm (Ha biuie- u HUMICEPACHO-
JNONUCEHHBIX YPOBHAX — 00 5—06 MM), ¢ NOKANbHBIM NOGbLUe-
Huem cuenana Ha yposne T2. Ha ocmanvom npomscenuu
CRUHHOU MO032, 8KAIOYAS KPAHUO0BEPMeOPANbHbLI nepexoo,
UMeem npaguabHoe PACHOA0JCeHUe, 0OHOPOOHYIO CPYKMYpY,
POBHbBIe KOHMYPbL, HOpManbhblil duamemp. Kopewku cnun-
HOMO3208bIX HEPBO8 UMEIOM MUNUYHDBLIL X00, HOPMAAbHblE
pasmepot u gpopmy. Tlpu maxcumanvHom ceubanuu omme4a-
emcs yseauuerue pazmepa 3a0He20 SNUCYPanbHO20 RPOCMPaH-
CMBa ¢ 6eHMPANbLHBIM CMeleHUeM 0YPANbHO20 MEUKA U KOM-
npeccueil CRUHHO20 M032d, 00Aee BbIPANCEHHOU HA YPOBHE
C5—C6 (puc. 4). B 3a0nem snudypairbHom npocmpancmee
PACHOA0ICEHO PACUUPEHHOE BEHO3HOe CHAemeHUe. 3aKaiove-
HUe: MazHUMHO-Pe30HAHCHAS KAPMUHA ceUubamenbHoll Mue-
Aonamuu Xupasma.

Pezyaomamot MPT nayuenma H. demoncmpupyrom u3-
MeHeHUe HOPMAAbHOU KPUBU3HbL WleliH020 0MOena No360H0Y -
HUKQ, YMeHbUeHUe NA0WA0U CONPUKOCHOBEHUS Mexcdy 3a0Heil
CMeHKOIL 0YPANbHO20 MEWKA U MEAOM COOMBENMCMBYIOUee0
noonexcaueeo nO360HKA, N0KAAU308AHHYIO AMPOPDUIO HUIC-
Hell yacmu wetino2o omoeaa CRUHHOZ20 M032d, ACUMMemput -
HOe YNAOUuleHUe CHUHHO20 MO32a U 2UNEePUHIMEHCUBHDLIL CUCHAN

HeKOMNPECCUOHHO20 2eHe3d 8 Geujecmee CNUHHO020 M032a
Ha T2-836ewennbix uzobpasicenusx. JauHulii cuenan, pacno-
JN0JCEHHbLI 8 NepeoHUx omoeaax CNUHHO20 M032d, umeem
HA aKCUANbHBIX CPe3ax XapakmepHblil 6Ud (CUMNMOM «21a3
3meu»), Kkomopblil eviseasemces 6 18—44 % cayuaes. Oonum
U3 00CMOoBepHbIX Kpumepues 045 ycmaHoeneHus duaznoza bX
CAYHCUM 8blABACHUE HA AKCUAAbHBIX CHUMKAX PA300UEHHO-
cmu 3a0Hell cmeHKu meepooil M0320680il 000404KU ¢ nodae-
Jcaueil 6epmeodpanbHOll NAACMUHOU HA NPOMSICeHUU bonee
1/3 om Oaunst nocaeoneii. Uamenenue xapakmepa 10p0o3a
8 pe3yabmame GbINPAMACHUS UAU KUGDO3UPOBAHUS WETHO20
omadena NO360HOUHUKA 56151emcs Hecneyu@uueckoll, Ho 4a-
cmoii Haxookoii y nayuenmog ¢ bX. Ilo muenuro psaoa aemo-
D08, uieliHblil 0moes N0360HOYHUKA Obleaem 8bINPAMAEHHbIM
UaU KU@o3uposaHHviM NpU NPUOAUICEHUU UAU nepecede-
HUU AUHUU, NPOBEedeHHOl om 3a0Hell N0GepXHOCMU mend
C3- k meay C6-noseonka, ¢ aunueil, coeOuHsaOwel 3a0Hue
nogepxrnocmu men C2- u C7-no360HK08, Komopule npu Hop-
MAAbHOU (PU3U0A02UHeCKOll KPUBU3HE WeilH020 omdena no-
360HOYHUKA (10p003e) pazoduerbl Mexcdy coooii. MPT 6 no-
N0JICeHUU aekcuu demoHcmpupyem cmeujenue Knepeou
maeepaoii M0320801i 000404KU, 8AeKYlee 3a cODOIL pacuiupeHue
anudypanvHo2o npocmpancmea. JlanHoe obcmosmenscmao
HA AKCUANbHBIX CHUMKAX MOJCHO HA0100amb 6 8ude eunep-
unmercugHoeo 6 peycumax T1u T2 cuenana é gpopme nony-
mecaya. Ilodo6Hoeo poda uccaedosanus nokasviearom, 4mo
yeeauyeHue 3a0He20 CyOapaxHoudarbHo20 NPOCMPAHCMEa

Puc. 3. Acummempuunas ampoghus chunHO20 M032a HA Ypo8He
C5—C6 (ykazana cmpeakoii)

Fig. 3. Asymmetric atrophy of the spinal cord at the C5—C6 level (arrow)

Puc. 4. Vseeauuenue pazmepa 3adueeo anudyparvHoeo npocmpancm-
64 C BeHMPAAbHBIM CMeleHUeM OyPaabHO20 MeKa U KoMnpeccuei
CNUHHO20 M032a (YKA3AHO CIMPeaKoil)

Fig. 4. Increased size of the posterior epidural space with ventral displacement
of the dural sac and compression of the spinal cord (arrow)

KIWHUYECKUE HABNIAEHNA
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Tabmuna 1. Knaccugurayus napywenuii noeceoneanoii akmusrnocmu npu 6oaesnu Xupaama no Tokumaru (1989)
Table 1. Classification of daily activity disorders in Hirayama disease according to Tokumaru (1989)

Severity grade

Characteristic

Cuta B mopaxkeHHOI pyke Ha 50 % u Gojiee COOTBETCTBYET CHJIe MHTAKTHOM PYKH MJIM MMEETCs aTpodust
I MBIIIIL] PYK JIETKOW CTENEHU, YTO NMTPAKTUYECKHU HE BIUSET HA TIOBCETHEBHYIO aKTUBHOCTD
Strength in the affected arm is 50 % or more equivalent to that of the intact arm, or there is mild atrophy of the arm muscles
that has little or no impact on daily activities

Cuia B mopaxkeHHo# pyke gocturaeT 30—50 % cuiibl MHTaKTHOW PYKH WA UMEETCsl yMepeHHas aTpodust
I MBIIIIL PYK, YTO OKa3bIBA€T YMEPEHHOC BIIMAHME HAa ITIOBCCIHEBHYIO NCATCIbHOCTD
Strength in the affected arm reaches 30—50 % of the strength of the intact arm, or there is moderate atrophy of the arm
muscles, which has a moderate impact on daily activities

Cuia B IOpaXkeHHOM pyKe cocTaBiisieT MeHee 30 % CHiibl MHTAaKTHOM PYKH WJIA TIPUCYTCTBYET aTpoduist

111

MBIIIIL PYK TSIKEJIOU CTeNEHU, YTO 3HAYUTEIbHO YXyauacT HaBbIKH CaMOO6CJ’Iy)KI/IBaHI/I$[

Strength in the affected arm is less than 30 % of the strength of the intact arm, or there is severe atrophy of the arm muscles,
which significantly impairs self-care skills

couemaemcsi c KOMNpeCcCUOHHbIM YNAOUWCHUEM CNUHHO20 MO3-
2a u Haauuuem eunepunmencugHozo 6 T2-pexcume cuenanra
8 nepedHux ezo omadenax.

Dbuoxumuueckuil ananus kpoeu: kpeamurut — 98, 13 ma/mun
(Hopma <90 ma/mun), 6usupyoun obwuii — 26,1 (nopma
5—21), 6uaupyoun nenpamoii 22,4 (nopma 0—17), aakmam-
deeudpoeenasa — 156,5 (nopma 110—248), kpeamunkunaza —
757,7 (nopma 1—195), xcenezo neekoomujennsiemoe — 40,8
(Hopma 9—21,5).

AHaau3 Kpou Ha aHmMUMena K 2aH2AU03U0aM: NOA0NHCU -
menvHbiit mump 1gG k eaneauozudam GQ 1b.

IIpu nposedenuu MPT 201061020 MO32a, MAeKUX mMKaHell
20/1eHell ¢ 0beux cmMopoH namoaoeUuyU He OMme4eHo.

IIpu ocmompe u 6 Hesposoeuueckom cmamyce: HpoKcu-
Manvhble U OUCMANbHbIE MblUYbI HUNCHUX KOHEYHOCmell
o0e3 ocobennocmeil. OueHKa Mbluie4HOU cunbl paseubamenell
CMON 6 NO3UYUL Aedca HA CRUHE, 8 HEeUMPANbHOI NO3ULUL
weu — 5 6annos. Ilpu mecme c ghrexcueti weu (nookaadviea-
Hue 8anuKa noo weliHblil omaoen ¢ 00CMudIceHUeM MaKcUManb-
Holl aekcuu 6 wieliHom omoene, He bi3blearouell OUCKOM-
POpMHBIX OUWyUleHULl) makKdice He OMmMeaemcs: CHUMNCeHUue
MbIULEHHOT CUNbL 8 PA3UOAMENsIX NAAbYE8 CION.

Cyxoorcunvrule peghrercol: ¢ 6epXHUX KOHEHHOCMell: Kap-
nopaoduanvhule, pegaeKcol ¢ Cyxoxcuauil buyenca u mpuyen-
ca cpeoweil JHcu80CMuU, PAGHOMEPHbIE; C HUICHUX KOHEYHO-
cmeil: KOAeHHble peghaexcbl NOBbIULEHbl, PABHOMEDHbBIE;
axunn08sl pegpaexcol dcusvie, pasHomeprvie. Cumnmom ba-
OUHCK020 noaodcumenvhblil ¢ 2 cmopor. OmdensvHble gpacyu-
KYAAyulU 8 Mbluyax npednaevuil u Kucmei npagoil eepxteil
KOHeuHocmu, 601ee 8bipadiceHbl Cnpasa (MeJCcKOCHHble Mblil-
Ybl, 0COOEHHO nepeas 00pCanbHASL MENCKOCMHAS, MblUlbl
meHapa, 4epeeodpasHsie MuliiYybl, 21y00KUe ceubamenu naib-
yee, ONUHHDBLLL ceubamens 60abul020 nasvya). Yyecmeumens-
HbIX HAPYUEHUTI He 8bls8EHO.

Koopounamopnas cgpepa: nasvyenocogyro, namouHo-
KO/eHHYI0 npo0y 8biN0AHsem Y008AemME0PUmMenbHo, ¢ 2 cmo-

poH. B noze Pombepea u ycroxucuennoii noze Pombepea yc-
mouuue.

JlokanvHble MblueUHO-MOHUYECKUE HAPYWEHUs He 8bl-
seaensl. [loxodka ne napywena. Tazoevie pynKyuu KoHm-
DpoAUpyem npou3804bHO.

Hapywenue noscednesroii akmusrnocmu, Kak u epagu-
Yeckas Komnemenmuocms, docmueaem I cmenenu msycecmu
no Tokumaru (1989) (maéa. 1).

Jlannvte kamamnesa uepe3 10 mec. Ompuyamenvroil
OUHAMUKU 8 Hespoaocuveckom cmamyce He gviseneHo. Co-
XPAHAIOMCA A6AeHUs. NepUudeputecKo20 acummempuHo2o
eepxneeo napanapesa, D >S, ¢ npeobaadanuem 8 OUucmanbHbix
omdenax, seneHus moviuieuHoi amuompoguu, D >S, paznuya
8 okpyscHocmsax molwy: naevu 1,0 cm, npednaeuvs 2,0—
2,5 cm, cuna motuy npexcuss. Ipaguueckux Hapyuienuil no-
yepka Hem. CUMRIMOM «PACUeNIeHHOl PYKU» Ompuyament-
Hblll. B HUMCHUX KOHEUYHOCMAX MblULeUHbII MOHYC
Yyoosaemeopumenvhulii. B unamuke ymeHouwuAuch nposigne-
HUSL cUHOpOMa 8ecemamueHoll OUCYHKYUU, 8 HACmOosujee
8peMsl He 8bi3bl8AIOMCS NAMOoAOUYECKUe CIMONHbLe U KUCHme-
evle 3naku. [layuenm mpan3umopHo UCNOAb3Yem HouleHue
sopomnuka Illlanya (6 domawnHux ycaogusx 6o epems 3aus-
muii). JonoaHumensvHo npogoosmces uHOUBUAYaibHbie mpe-
HUPOBKU ¢ AKUeHmoM Ha Heboabluue CUno8ble HAPY3KU
Ha MblUlYbl BePXHE20 NAeHe8020 Noscd.

Pezyabmamot 3aexkmpomuozpaguueckozo uccaedo-
sanua. CmumyasyuoHHas snekmpomuoepagus onpedeaunra
CHUMICeHUe amnaumyodst M-omeema c muiuiybl, 0meodsuei
MU3UHeY, CNpasa npu CMUMYASYUYU MOMOPHBIX 8010KOH Npa-
8020 10KMe020 Hepsa 00 3,5 MB npu cmumyasyuu 6 obaacmu
3ansacmos u 00 2,6 MB npu cmumyasyuu 6 obracmu n0Kkme-
6020 ceuba npu OMHOCUMEAbHO COXPAHHOU gopme M-omee-
MO8 U HOPMAAbHBIX NOKA3AMENsIX OUCMANbHOL AAMeHYUul
0meemog u cKopocmei pacnpocmpanenus 8030yicoeHus
(50m/c). [lapamempol cMUMYASYUOHHO20 UCCACO0BAHUS MO-
MOPHBIX B0A0KOH NPAB0O2O CPEOUHHO20 HEPBA NO KPUMmepusm
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Puc. 5. F-6oana (npaswiii abductor pollicis brevis, medianus, C8 T1)
Fig. 5. F-wave (right abductor pollicis brevis, medianus, C8 T1)

cKkopocmu pacnpocmpanenus 8030yxucoenus u M-omeema
coomeemcmeosanu Hopme. Odnaxo mecm F-eoanvt npu cmu-
MYASAYUU IMO20 HEPBA NOKA3AA YEeAuYeHUe XPOHOOUCHePCUl
AameHmuuvix nepuodos F-eoanvt do 33,3 mc (npu Hopme
do 10 mc), a makaice yseauuenue doau ebinadarouyux (3ao10-
KupogaHHwix) 6oaH 9o 27,5 % (nopma do 20 %), umo ceude-
MeAbCme08an0 0 HapyuleHUU npogodsiuei PyHKyuu omaoenb-
HbIX MOMOPHBIX BOAOKOH 8 CIPYKMYype CPeOUHH020 Hepea
(puc. 5). Kpome moeo, 8bis61eH0 nogvluleHue 001U «eUaHm-
ckux» F-eoan (>1000 mkB), umo seasemcsa ompasiceHuem
8bICOKOI AHMUOPOMHOU 8030YOUMOCMU CRUHANABHBIX MOMO-
HelipOHO8 Ha YPOo8He uleliHo2o ymoaujeHus (cm. puc. 5).

Jlokanvnas ueoavuamas snexkmpomuoepagpus npu peau-
CMpayuu ¢ Mollbl, NPUEOOsUEl DOALULON NAACY, U MbLULLbL,
omeoodsuel Musuhey, cnpasa He 0OHapPYICUAA CHOHMAHHBIX
6u006 akmusnocmu. AHaAU3 MOPPOPYHKUUOHANLHOI Opea-
HU3QUUU 08U2aAMeAbHbIX eOUHUY, NPU Pe2UCMPAUUU C MbLULLbL
A0KMes0eo ceubamens 3ansichmovs NPOOEMOHCIMPUPOBAN Heli-
DOCCHHbLIL NAMMePH Peopeanu3ayuu 08UsamenbHblX eOuHuly
8 8uUde Ux YKpynHeHus 6CAe0Cmaue 3a8epuUUIeCs KOMNEH-
camopHoii peunHepsayuu (1V cmadus oenepsayuonHo-peun-
HepeayuoHHo20 npoyecca no kaaccuguxauuu b.M. Texm)
npU HOPMAABHBIX NOKA3AMENSX CpedHell aMNAUMYObl NOMEH -
UUAN08 08UAMENbHbIX eOUHUY, U OMCYMCMBUU NOAUGAZULU.
Buo nomenyuanos deueamenvubix eOuUHUY, U UX XApaKmepu-
cmuku npedcmasgaetvl Ha puc. 6. Omcymcmeue CHOHMAHHbIX
81006 AKMUBHOCMU U MUNOAOUSL NOMEHUUAN08 08ULAMEeNb-
HbIX eOUHUY, C8UOeMenbCcmeosanu 06 omcymcmeuu Ha Mo-
MEHM UCCAe008AHUsL AKMUBHOCMU OEHEPBALUOHHO20 NPOUEC-
ca (cm. puc. 6).

3a nepuod nabaodenus nayuenm H. cman cmydenmom
1-20 kypca Mockoeéckoeo eocydapcmeenHo2o yHugepcumema.
Ilepewen na numanue 6 pamkax 300p0602o 00pPaA3a HCU3HU,
macca meaa CHU3UAACh Ha 7 Ke.

Smc/5ms 2mB/2mV

- 100 KB / 700 4V

C yuemom KAUHU4ECKOU KapmuHbl U OMCYMCMEUs npo-
epeccuposarus 3a001e6aHUs NayueHmy 0biao peKomMeH008a-
HO u3bezamv AKMUBHOCMU, C8A3AHHOI C YPe3MePHbIM CeUOa-
Huem IIOII.

Knunnyeckuit cnydait mauuenta M. neMoHcTpupyet
paHHee Havajio — ¢ 16 JieT, B BUJe OMHOCTOPOHHETO Iopa-
JKeHUST JUCTAJIbHBIX OTAEIOB MPaBoOil BepXHeil KOHEYHO-
CTHU, Aajiee — ObICTPOE MOSIBJIEHUE U HapacTaHUe c1a00CTU
B IMCTaJIbHBIX OTAEaX BEPXHUX KOHEUHOCTEH, MOSIBJIEHUE
TpeMopa o0enx K1CTeil, coueTaHe CUMIITOMOB nepude-
pUUECKOro nape3a u MupaMMIHON HeTOCTaTOYHOCTU B BU-
JIe KUCTEBBIX M CTOITHBIX MAaTOJOTMYECKUX pe(IeKCOB,
CYXOXUJIbHOU rumneppediaekcuu, 4YTo pacluupsieT Kpyr
JIMarHO30B, ¢ KOTOPBIMU HEOOXOAMMO MPOBOAUTH IUDde-
peHLIMANbHYIO AMaTHOCTUKY MPU JajbHelIeM HabJoae-
Huu. B meauaTpuueckoi mpakTukKe MogoOHbIe COCTOSTHUS
SIBJISIIOTCSI IOBOJIbHO PEAKUMMU, TIO3TOMY TpeCTaBIeHUE
JIAHHOTO KJIMHUYECKOTO CJIy4yasl MO3BOJISIET pacllupUTh
OCBEAOMJIEHHOCTb KJIMHULMUCTOB 0 BX misg yaydineHus
JMAarHOCTUYECKOTO IMpoliecca.

B uenom kiimHu4eckast KapTuHa y ranyeHTa Y. yoos-
JIETBOPSsLIa KIIMHUYECKUM KpuTepusiMm bX:

1) acuMMeTpUYHOE BOBJIeUeHUE AUCTAJbHBIX OTAEIOB
BepxHell KOHEYHOCTU — CHWXKEHUE CWJIbI U aTpodust
MBIIIILI, a TAaKXKe HaTMIYe (hacLiMKY/ISIUI B MBIIIIIAX PYK;

2) mosiBJieHME TMEPBBIX CUMITOMOB 3a00JeBaHUS 10
25 et — B 16 J€T;

3) xapakTepHOe HayaJlo ¢ MOCTENEHHBIM ITPOrPeCcCUpo-
BaHMEM CHMIITOMOB B TeUeHME HECKOIBKUX JIET 3200~
JIeBaHUS;

4) TpeMOp B IMOPaXKEHHOI BepXHEel KOHEYHOCTU, KOTOPbI
yallle BO3HUKAET IpU pa3ribaHuU MajiblieB KUCTH;

5) BpeMeHHOEe YyCUJIEHUE MBIIIIEYHOM ¢J1ab0CTU B XOJIO/1-
HBbIN CE30H;
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[lnuTenbHOCTb NOTEHLMAN0B ABUTaTENbHBIX eauHuL / Motor unit potential duration
MunumanbHas MakcumanbHas CpegHan Hopma OTKnoHeHve Cramua/ Konuuectso noteHumanos
ANUTENbHOCTb, MC / DNTENbHOCTD, MC / INUTENbHOCTb, MC/ INUTENbHOCTH, MC / anutenbHocT, % / Stflz ; [NBUraTeNbHbIX eANHNL /
Minimum duration, ms Maximum duration, ms Average duration, ms Normal duration, ms Duration deviation, % g Number of motor unit potentials
57 17,8 12,6 10,3 +22,4 v 21

AmnnuTypa noTeHUManoB ABuratenbHbIX egunuL/ Motor unit potential amplitude

MunumanbHas amnauTypa, MKB /
Minimum amplitude, uV

MaxkcumanbHas awnauTyga, MkB /
Maximum amplitude, uV

CpegHad amnauTyga, MkB /
Averageamplitude, uV

Hopma amnnutyabl, MkB / OTKnoHeHwue amnauTyzpl, % / Monudaskvie, % /
Normal amplitude, uV Amplitude deviation, % Polyphasic, %

218 1490 941

750 (N) 0

Puc. 6. [Tomenyuans: dsueamenvhovix edunuy (npasuiii flexor carpi ulnaris, ulnaris, C7C8 T1)

Fig. 6. Motor unit potentials (right flexor carpi ulnaris, ulnaris, C7C8 T1)

6) OTCYTCTBME 3HAYMMBIX YYBCTBUTEIbHBIX HApPYIICHUIA
1 U3MEHEHMSI IPOIIPHUOPetICKCOB, a TAKXKE CUMIITO-
MOB TIOpakeHUsI HUXKHUX KOHEUYHOCTEI;

7) UCKITIOYEHUE IPYTHX 3a00IeBaHUI C TOXOXKEN KIMHU-
YECKOM KapTUHOM: CHPUHTOMUEINHI, HOBOOOPa30Ba-
HMIi CIMHHOTO MO3ra, aHOMaJIMiA IIIEHOTO OT/Iesa Io-
3BOHOYHMKA, TPaBM, MH(GEKIIMOHHOTO ITOPaXKEeHMSI.
CiieryeT OTMETUTD, YTO YCTAHOBJICHUE IUArHO3a CTa-

JIO BO3BMOXKHBIM JIMIIIL CITYCTS 8 MeC OT HayaJla Iporpec-
crpoBaHus 60j1e3HM. [ToydeHHbIe JaHHBIE KOMITICKCHO-
ro 00CJIeIOBaHMS HACTOPAKMBAJIU B 2 aCMEeKTaX: HaJIu4Ke
CTOITHBIX ITATOJIOTMYECKUX PE(IIEKCOB ITPY CUMMETPUYHOM
CYXOXWIBHOM rUumeppe®IeKCUM U MOJIO0XKUTEIbHBIN TECT

Ha MIMMYHOTIJIOOYJIMHBI K TAHIJIMO3UIaM, YTO TpeOyeT BHU-
MaHMs, HaOIOACHUS ¥ OLIEHKU. Beayimm KIMHUIeCKUM
CHHIPOMOM SIBJISIETCSI BEPXHUI BSUTBIM aCUMMETPUYHBIIA
Traparapes Ipy OTCYTCTBUM YyBCTBUTEIbHBIX 1 BETeTaTUB-
HBIX HapylleHui. PazBuTrie naHHOTO CMHAPOMAa MOXET
OBITh CJIEACTBUEM MOPAXKEHUS KaK IeprudepuIeCcKuX IBU -
raTeJbHbIX HEPBOB, ITEPEIHUX CITMHHOMO3TOBBIX KOPEIII-
KOB, TaK U HXKHUX MOTOHEHPOHOB IICITHOTO YTOJIIICHUS
crMHHOTO Mo3ra. LlepBuKanbHast MUEJIOIAaTHSI MOXKET ObITh
CBsi3aHa C BOCIAJUTEIbHBIMU MPOLIECCAMU, TPaBMaMMu,
COCYIMCTBHIMU aHOMAJIMSIMU WJIU OITyXOJISIMU, YTO OIIpe-
JelisieT 00beM obciienoBaHus. B mepBylo ouepenb aud-
depeHUManbHbIN auarHo3 nposoauics ¢ BAC, tak kak
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Tabmua 2. Kiunuueckue kpumepuu mMyabmugoKanbHoil MomopHoi Heeponamuu (coeaacho kpumepusm EFNS/PNS, 2010)
Table 2. Clinical criteria for multifocal motor neuropathy (according to the EFNS/PNS criteria, 2010)

Clinical signs

Diagnostic criteria

1. MemieHHO MPOrpecCUpyIoIyie aCUMMETPUYHbBIE BSJIbIC Mape3bl (MBIIICUYHAsT CIa00CTh pacipo-
CTPAHSETCS UCKIIFOYUTEIIBHO B 30HAX MHHEPBALIMY MOPAXKEHHBIX JIBUTATEIbHBIX HEPBOB, HE MEHEE
2, MaHHas CUMIITOMATHKa IOJDKHA pa3BUBATHCS B TedeHUe Goee 1 Mec, 00bIaHO Gosiee 6 Mec).

2. OTCyTCTBUE HapYIICHWI YYBCTBUTEILHOCTH (32 MCKIIIOUCHUEM HE3HAYMTETBHOTO CHIDKEHUST
BUOPALIMOHHOM YyBCTBUTEILHOCTH B HOTAX)

1. Slowly progressing asymmetric flaccid paresis (muscle weakness extends exclusively to the innervation zones
of the affected motor nerves, at least two; these symptoms must develop over more than 1 month, usually more

OO6uraTHbIe KpUTEPUU
Obligatory criteria

than 6 months).

2. No sensory disturbances (except for a slight decrease in vibration sensitivity in the legs)

1. [IpenmyiiiecTBEHHOE BOBJIeUeHME BepXHUX KOHeUHOCTel (B 10 % ciaydaeB — BOBI€UCHUE HIXK~

HMX KOHEUHOCTE).

Tlomaep:krBarome KpUTeprunu
Supporting criteria

. No cranial nerve damage.

. Byb6apHbIil CHHAPOM.

Kpurepuu nckinodeHus
Exclusion criteria

. Bulbar syndrome.

. Sensory disturbances.

BN = NN -

. Positive effect of immune therapy

. UyBCcTBUTEIbHBIE HAPYIIIEHUS.
. InddysHass cumMmMeTpruaHas c1aboCcTh BO BCEX KOHEYHOCTSX
. Signs of upper motor neuron damage.

. CHUXeHMe /OTCYTCTBHE TITYOOKMX CYXOXMITBHBIX peIIEKCOB.

o KpaMrm n (baC].lI/IKyJ'IiH.II/II/I B MbIIIIIAaX, BOBJICYEHHBIX B TIaTOJIOTUYECKUIA IIporuecc.
OTCyTCTBUE TIOPAKEHUS YEPEITHBIX HEPBOB.

[MonoxuTenbHblit 3¢(HEKT OT UMMYHHOM Teparnuu

Predominant involvement of the upper extremities (lower extremities are involved in 10 % of cases).
. Decreased/absent deep tendon reflexes.

. Cramps and fasciculations in the muscles involved in the pathological process.

o HpI/I3HaKI/I IIOpaXXCHUA BEPXHETO MOTOHCﬁpOHa.

. Diffuse symmetrical weakness in all limbs

CHHIIPOM BEPXHETO BSIJIOTO MOHO-/TIapanape3a sIBJISIeTCs
BEIYIIUM KJIMHUYECKMM MPOSIBJICHUEM Y IMallMCHTOB
¢ meitHo-rpyaHo# ¢popmoii BAC.

Bricokas yactora ommboyHoro auartHosa bAC Ha-
OJtomaeTcs Mpu Takux 3abosieBaHusgx, Kak bX, MMH
u LICA [2, 11, 39]. B otnuune ot BAC, naHHbIe 3a00/1eBa-
HUS B OOJIBIIMHCTBE CIIy4aeB SIBIISIIOTCS KypaOeIbHbIMU,
YTO OIpPEeIIsIeT aKTYaIbHOCTh IIPaBWJIBHOM TUATHOCTUKK
Ha caMbIX paHHUX 3Tarax. B THIIMYHBIX cIydasix y maru-
eHroB ¢ BAC no Mepe pa3BUTHUS NATOJOTUYECKOTO MPO-
1ecca (PopMUPYIOTCS CMEIIAHHBIN CIACTUKO-aTpoduye-
CKMi1 TTape3, HapylIeHWE IbIXaTebHBIX U OyJIbOapHBIX
¢yHkuuit [1], Takke HabmomalTcs (PacLUKyISIUN.
IIpu BAC otcyTcTBYeT (piiekcopHasi Muenonarus. JlaHHyo
KJIMHUYECKYIO KapTUHY B KJIACCMYECKUX CITyYasiX, KaK Ipa-
BWJIO, HAOIIOAAIOT Ha 00Jiee MO3MHUX ATAIlax pa3BUTHUS
3a00JIeBaHMsI, KOT/Ia B IAaTOJIOTUYECKUIA TTPOLIECC BOBJIE-
YeHBI KaK BEpPXHUE MOTOHEHPOHBI, TaK U HYKHUE. Otmpe-
NIeJISHHbIE TPYAHOCTU TUbbepeHIIMaTbHOIK TMarHOCTUKH
BO3HUKAIOT, KOTIIa CHHIPOM BEPXHETO BSIOI'O MOHO- /TIa-
pariapesa BBICTYITaeT eAMHCTBEHHBIM KJIMHUYECKUM TIPO-
SIBICHUEM BBUY ITOPaXXeHMSI HUXXHUX MOTOHEHPOHOB

TOJIbKO Ha 1IEPBUKAJIBHOM YPOBHE 0€3 KIMHUYECKUX TTPH-
3HAKOB IOPaXXeHMST BEPXHUX MOTOHEIPOHOB.

YuuteiBas cOBpeMeHHbIE TEHACHILIMU, IIPU KOTOPBIX
IIJIS YCTAHOBJIEHUSI IarHo3a «Bo3MOXHbI BAC» Hanmuuue
MPU3HAKOB MOPaXeHUsI BEPXHETO MOTOHEMpOHa He SIB-
JIsieTcsl 00513aTeJIbHBIM KpUTEpreM, a IPUHUMAETCS BO
BHUMaHME TOJBKO MPOrpecCUpoOBaHUe MaTOJI0TUYECKOTO
npoliecca, a MUMEHHO paclpocTpaHeHHe ITPU3HAKOB Iopa-
JKEHUSI HUXKHEro MOTOHelpoHa 0oJjiee yeM Ha 2 YPOBHSIX
LiepeOpabHOM OCH MPU IMHAMUYECKOM HaOoaeHuu [25],
YyacToTa OIIMOOYHBIX 1MarHo30B B 1oib3y bAC HapacTaeT.
BricokocnenninpruyHbIM HEHPODU3UOJTOrHIECKUM MTPU-
3HAKOM Y MallMeHTOB C IieiHO-rpyaHoi dhopmoit BAC
SIBJIIETCS MpeodianaHue MopakeHUsl CpeIUHHOTO HepBa
110 CPAaBHEHMUIO C JIOKTEBBIM, IPOTUBOIIOIOXHAS 3aKOHO-
MEpPHOCTb OTMevaeTcs y maiueHToB ¢ bX, rae npeumyiie-
CTBEHHO IMOpaXkaeTcsl JIOKTEBOI HEPB IO CPaBHEHUIO C Cpe-
IuHHBIM. [Ipy omucaHuM rUNOTPOGUN MBI KUCTH
U Mpearieybs y nanrmeHToB ¢ bX HEo0X0AMMO OTMETUTh
0COOEHHOCTU MPEUMYILIECTBEHHOTO MOPaXKEeHUSI OTBOMISI-
e MblLbl MUu3uHLA (abductor digiti minimi) o cpaB-
HEHUIO ¢ KOPOTKOM MBIIILIEH, OTBOASIIE!H O0IbIION Maiel

63

KIWHUYECKUE HABNIAEHNA



KIWHUYECKUWE HABNIWAEHNA

64

pssi' IIETCKOM
HEBPOAOT UM

(abductor pollicis brevis), — TaKk Ha3bIBaeMblii OOpaTHBIN
CHHJIPOM paCIIEIIEHHOM PYKW, KOTOPBI ONpaBIbIBacT
CBOE Ha3BaHUE BBUJIY MOJTHOM MPOTUBOIOIOKHOCTH «CUH-
JIpOMY pacllerieHHON pyKu» y naueHToB ¢ BAC.

OnucaHye TaHHOTO CMHAPOMA ObLIO MPEACTaBIECHO
B uccaenoBanuu R.J. Singh u coaBT. ABTOpBI OTMEYAIOT,
YTO NAHHBIN CUHIPOM CUMTAETCSI OOJIMTaTHBIM y BCEX ITa-
LIMEeHTOB ¢ bX 1 HaXoAUT CBOE MOATBEPXKACHUE TTPH 3JIeK-
TpoHelpoMuorpaduyeckom ucciaenoBaHuu [29]. 9to,
B CBOIO OYepelb, JAeT MOIMOJTHUTEIbHbIE BO3MOXHOCTH
Mpu MpoBeAeHUU IUddepeHINaATbHON AMarHOCTUKY
¢ meitHo-rpynHoit opmoit BAC, Tak Kak UMEHHO 3Ta
¢opma BAC Ha HauaJIbHOM 3Tare pa3BUTHUs 3a00IeBaHUs
kimHm4ecku cxonHa ¢ bX. CyiecTByeT psii 3a00J1eBaHuIA,
umutupyoimx bAC, y KOTOpbIX €eTMHCTBEHHBIM KJIMHU-
YECKUM IIPOSIBJICHUEM ObIBACT CHAPOM BEPXHETO BSIOTO
MOHO-/Tapariapesa. B peaqbHOIM KIMHUYECKOM ITPAKTUKE
CYIIECTBYET 3HAYUTEIbHBIN TTOIMMOPMU3M TTPOSIBJICHUI
MOPaKeHUsI BEPXHETO 1 HIDKHETO MOTOHEIPOHA Y pa3HBIX
OOJIBHBIX, BKJIIOYAs penkue hopMbl ¢ U30JIMPOBAHHBIM
MOPaXEHMEM TOJIbKO HUKHETO UJIU TOJIBKO BEPXHETO MO-
TOHEHpOHa.

Boigensitor ¢hopMbl 601€3HU ABUTaTEIbHOTO HElpoHa
C U30JIMPOBAHHBIM ITOPaXKEHNUEM BEPXHETO MOTOHEMPOHa,
a IMEHHO NIepBUYHBII GOKOBOI1 CKJIEPO3 M €r0 KpaitHe pef-
Ky1o (popmy — cuHapoM Muiiica [15], xapakTepusyronmii-
Cs1 IPOTPECCUPYIOIIUMU CITACTUYECKUMM TTape3aMU U TICeB-
J0OYIbOApHBIM CUHAPOMOM, KOTOpPBIE MOTYT HapacTaTh
B TeueHHUeE 4 JIeT, B JaIbHEMIIIeM B KIMHUYECKOI KapTUHE
MOTYT HaOJII0IaThCsl HapyILIEHMsI Ta30BbIX (DYHKIIMIA, YTO,
B CBOIO 04epelb, TOBOPUT O 6oJjiee OOILMPHOM BOBJICYEHUU
MUpaMUIHBIX TPaKTOB. B nebroTe 3a001eBaHusI MpOrpeccu-
pytoiast meieyHas atpodpus (ITMA) xapakrepusyercs
pPa3BUTHEM aCUMMETPUYHOTO BSUIOrO aTpo(hUIecKOoro rma-
pe3a 1 6oJjiee OBICTPHIM IPOrPECCUPOBAHMEM CUMIITOMA-
THKU, YTO OTJINYAET €€ OT CIIMHAJIBbHOI aMUOTPOGUH.

IMpumepHO 5 % Bcex ciyyaeB 00JIe3HU ABUTATEILHO-
ro HevipoHa npuxoautcs Ha [TMA. IIporHo3s npu [IMA
CUMTACTCS MPAKTUYECKU TaKUM K€ HeOJarompUsiTHBIM,
kak nmpu BAC [34]. [To mepe niporpeccupoBaHus 3a00Je-
BaHUs1 npuMepHo y 50 % nauvenToB ¢ [IMA B naronoru-
YECKUIi TPOIIECC BOBJICKAIOTCS BEPXHUE MOTOHEUPOHBI.
B. Brownell 1 coaBT. 1oKa3ajay 3TO C MOMOIIIbIO ayTONICUU
o0osbHBIX ¢ [IMA, P.G. Ince u coaBT. — ¢ IIOMOILIIBIO HEli-
POOU3MOIOTNIECKUX U HEMPOBU3YAIN3ALMOHHBIX METO-
IoB [6].

BoigensitoT Takke ele 0osee peakue (hopMbl 00Je3HU
JIBUTATEIbHOTO HEMpOHA, a UMEHHO CUHIPOM «CBUCAOILINX
pyk» (CCP) (flail arm syndrome) [37] u cuHIpOM «CBUCa-
foumx Hor». CCP BriepBbIe ObUT onvicad Vulpian B 1886 1;
B 1999 1. J.S. Katz 1 coaBT. Tak:xe onyvcaiu JaHHbINA CUH-
JIPOM KaK «IJICYEBYIO aMUOTPOUUECKYIO TUTLIETUIO» [23].
B nutepatype BcTpeyaroTcsd M Ipyrue onpeaeaeHus 1aH-
HOTO BapvaHTa 00JIC3HU: CUHIPOM «pa300JITaHHBIX PYK»,
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CHHAPOM <«JeJIOBeKa B 00UKe» U TIiedesionaroyHas gpop-
ma BAC [14]. CCP xapakrepu3syeTcsl Iporpeccupyroieit
MBIIIEYHOM CJ1a00CThIO U aTpodhrei MPEeUMYIIEeCTBEHHO
MMPOKCUMAJIbHBIX OTIEIOB PYK M OTCYTCTBUEM IaHHOM
cuMmnToMatuku B Horax. ¥ 1/4 maunento ¢ CCP orme-
YyaeTcsl CHMMETPUYHOE pacipe/ieieHue MBIIICUHOM clia-
06ocTu U rurnotpoduit, ogHaKO B Hauyajue 3a0ojieBaHUS
CHMITTOMBI IPAKTHYECKH BO BCEX CITyJasiX SIBJISIFOTCST aCUM--
MmeTpnuHbIMU. [IpumeprHo y 5—11 % maumentoB ¢ BAC
ONnuChIBaeTCs 3Ta peakasi popma 60s1e3HU, TAKUM 00pa3oM,
B oteuecTBeHHOI1 TuTepatype CCP omnvicaH B pamMKax IeifHo-
rpyaHoi dopMbl BAC ¢ mpeuMyliiecTBeHHbIM MOpaXKeHU-
€M IIPOKCUMAJIbHBIX OTIEJIOB PYK; TAKXKE CTOUT OTMETUTh
HaJIMYMe MUHUMAaJbHON BBIPaXKEHHOCTH IMPaMUIHOMN
cumnromaTuku [3]. CCP npenmMyliecTBeHHO Ha0101aeT-
cs 'y MyxuuH (okojio 4—9:1) [37]. OnpeneneHHbIe TPYa-
HOCTU B nuddepeHIIMaNIbHOM AMAarHOCTUKE BO3HUKAIOT,
koraa B nebtore CCP npenmylecTBEHHO MOpaxKaloTcs
JIMCTaJIbHBIC OTIEIIbI (UTO BCTpeyaeTcst mpuMepHo 'y 40 % mia-
LIMEHTOB), B CBSI3U C YeM HEPEIKO YCTaHABIMBAIOTCS OILIM-
0OYHBIC TMarHo3bl. [10 JaHHBIM psiia aBTOPOB, HA KX OO
npuxomutcs 54,8 %, py 3TOM OIIMOOYHO AMATHOCTUPYIOT
MMH (26,0 %), cunnpom KapniajibHoro KaHana (17,0 %),
CITMHATBHYIO MBIIIEYHYIO aTpodwio (17,0 %) v rpbIKy IH-
cka Ha 1eitHom ypoBHe (17,0 %) [18]. ITpumepHo yepe3
20 mec oT Ae0r0Ta CHMITTOMOB Ha0JTIOIAeTCsl TeHepaTu3alyst
aTOJIOTMYECKOTO IIPOLIecca — MOSIBIISIOTCS PU3HAKY 110~
paxkeHUsI BEpXHEr0 MOTOHEIPOHa, a TaKXKe HUKHETo —
Ha TOSICHUYHO-KPECTLIOBOM U OyJb0apHOM YpOBHSIX [7].
CpenHsist MPOIO/DKUTEIPHOCTh XXU3HU Y TTALIMEHTOB C JIe-
61otom 6onesnu B Buae CCP cocraBisier oKojo 66 mec,
YTO CYUTAETCs OoJiee OJArONPUSITHBIM IO CPaBHEHUIO
¢ xkinaccnyeckumu popmamu BAC (21—31 mec) [38].
CrenyroluM 3a00JieBaHUEM B cricKe AuddepeHLu -
ajibHOro auarHo3a o6si1a MMH, Tak Kak B mpeacTaBieH-
HOM KJIMHUYECKOM CJIydae MMeJI MECTO ITOJIOKUTEIbHBIN
TECT Ha UMMYHOIJIOOYIMHBI K TaHIJIMO3uaaM. MeTo CTH-
MYJISILIUOHHOM 3JIEKTPOMUOTrpauy He BBIIBUI OTJIUYM -
TeJlbHOTrO TTpu3Haka MMH — 610ka nmpoBeaeHUs BO30Y-
XKIeHWS B HETUMHUYHBIX MeECTaX g KOMIIPECCUM
MPU MCCeAOBAaHUM ABUTaTeIbHBIX HepBoB. MMH — pen-
Kast popMa HEBpOIaTUU CO CBOCOOPA3HOM KIMHUYECKOM
KapTUHOI: ¢J1ab0CTh ¥ TUIIOTPOMUHU TUCTAIBHBIX TPYIIIT
MBI PyK MO TUMY MHOXECTBEHHO! MOHOHEBPOIATUH
NP OTCYTCTBUM TYHHEIBLHOTO cMHIpoMa [24]. Knunuue-
ckue nposieiieHuss MMH (ta61. 2) HamoMUHAIOT KapTUHY
BAC. B otnune or BAC, MMH umMmeeT noka3zaHHYIO ayTo-
nuMMyHHyIo nipupony. R. Kaji u coaBT. mokazanm ydactue
antuten K GM1-ranrmio3uaam B GOpMUPOBAHUM CTOMKUX
MMMYHHBIX KOMITJIEKCOB C MOCIEAYIoIIel uX (puKkcarmeit
B MMEJIMHOBOM 000JI04Ke TTeprepUIeCKIX HEPBOB, Hapy-
MIAIOIIMX WX LIEJOCTHOCTb U MPEMSTCTBYIOIINX PEMUEIN-
Huzauuu [21]. B ceiBopoTke KpoBu 601bHBIX MMH BbISIB-
JIsitoTces Bbicokue TUTphI IgM (aHTr-GM 1-raHrmmo3uaos),
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o0HapyxXeHHbIX A. Pestronk u coaBst. (1988), KoTopsiMu
OOJIBIIMHCTBO aBTOPOB OOBSICHSIOT JIOKAJIBHYIO M CTOMKYIO
JMeMUETMHU3AINI0 TIepudeprunIecKux HEpBOB, a UMEHHO
HaJIM4ue GJIOKOB MPOBEACHYS BO30YKIEHMUS B HETUITUYIHBIX
MecTax 1151 Komripeccud [9, 28]. Ilepcuctupyroniast JokaabHast
JIEeMUETMHU3aLs TIPUBOAUT K BTOPUYHBIM aKCOHAIBHBIM
HapyLIeHUSIM 1 HeHpOTpOGhUIECKIM PacCTPOCTBaM, KOTO-
Pble KITMHUYECKH IPOSIBIISIFOTCST (DOPMHUPOBAHKEM JIOKATBHBIX
aMUOTPO(MUii B MBIIIIIAX, THHEPBUPYEMBIX TTOPAKEHHBIMK
HepBamu. OIHAKO HeJIb3si OCTaBUTh Oe3 BHUMAHMS TOT (haKT,
YTO Ha HaJIM4Ke OJIOKOB IPOBEICHNS BO30YKICHMSI Y AL~
€HTOB ¢ TUIMMYHOI KIIMHWYeCKoM KapTuHoii MMH moxeT
BJIMSITh aKTUBHOCTD ATOJIOTMYECKOTO ITPOLIecca, a TakKe
Hajinuue OJI0KOB MPOBEACHUS BO30OYXKIACHUS B CIOXHBIX
WJIM HEJIOCTYITHBIX MECTaX JIOKAIM3AIUK TIPY IIPOBEICHUM
PYTUHHO 3/1eKTpoHeiipomuorpacuu [27].

B Hacrosiiee BpeMsI BbISIBJIEHHE MOBBIIIICHHOTO YPOB-
Hs aHTU-GM 1-ayToaHTUTE N SIBIIIETCS MTOAACPKUBAIOILIMM
JIMarHOCTUYECKUM KPUTEpHEM IPY JTaHHOM 3a00JIeBaHUH,
OKAa3bIBAIOIIMM ITOMOIIb ITPY YCTAHOBJICHUH OKOHYATEITb-
HOTO IMarHo3a B CJIOKHBIX cyvasx. OqHaKo TMarHOCTH -
yeckasi 3HaYMMOCTh Hajinuust aHTu-GM1-IgM nmpu MMH
Bapbupyet oT 30 1o 80 %, B CBS3U C YeM OTPUILIATEIbHBIC
pe3yIbTaThl UMMYHOJIOTMYECKOTO MCCIIEAOBaHMS TP Ha-
JIMYUM APYTUX KPUTEPUEB HEe MCKITIOYaloT nuarHo3 MMH.
Kpome Toro, CTOUT OTMETUTH CJTy4au TOBBIIICHUST TUTPA
antu-GM 1-ayroanturen (aHtu-GM1-IgM) y nalimeHTOB
¢ BAC u gpyrumu ayTOMMMYHHBIMU 3a00JI€BaHUSIMU T1€-
pudepuuecKoit HepBHOI ccTeMBI [4].

IlepBukanbHasa cnoHauIoreHHas amuorpodus. Llepsu-
KaJIbHasT MUEJIOTATHSI KITMHIYECKU HanboJIee 4aCTO MOXET
MPOSIBJISITECS CIIACTUYECKUM TETparape3oM ¢ YyBCTBH-
TEJbHBIMUA U BETETATMBHBIMM HApyILICHUSIMUA U B OOJIb-
IIMHCTBE CJIyYaeB pa3BUBAETCS Y JIIOACH B CPEIHEM M T10-
>KUJIOM BO3pacTe, CTPaJaioluX CIIOHIWIE30M IIEeIHOTO
otaeiia no3BoHoyHuka. P.H. Crandall u coaBt. mokazanu,
YTO TOJILKO IBUTATE/IbHBIC HApyILIEHUsI B pyKax (a *MEHHO
MBILIIEYHAsT CJ1a00CTh U aTpodust MBI PYK), 6e3 Ka-
KUX-JTM00 YYBCTBUTEILHBIX HapYIICHWI, BCTPEUAIOTCS
y 7 % nanueHToB. CleayeT OTMETUTb OTCYTCTBUE CTPOTOM
KOPPEJISILIUM MEXIY TSDKECThIO CIIOHIMJIOTEHHBIX U3Me-
HEHUI U KinHu4YeckuMu nposisieHusmu LICA [10].

JwnarHoctuyeckue kimHudyeckue kputepuu LICA:

1) ofHO- WJAM ABYCTOPOHHSSI MBbILIEYHAas claboCTh

U aTpodUst BEPXHUX KOHEUHOCTEI;

2) OTCYTCTBME YYBCTBUTEIbHBIX HAPYIICHUM B BEPXHUX

KOHEYHOCTSIX;

3) oTcyTCcTBUE HapylIeHUsl ABUTATEbHONW (YHKLIUU

B HIDKHUX KOHEYHOCTSIX ¥ HAPYIIEHUS TTOXOAKH;

4) mpu3HaKM HEe3HAYUTEJbHON Mppaauupyolieir 00gmu

WJIY €€ OTCYTCTBHE B BEPXHUX KOHEYHOCTSIX;

5) Haju4ye MOPakKeHUs MePeTHUX POTOB CITMHHOIO MO3-
ra v/WiM HEPBHBIX KOPEIIKOB B MEXITIO3BOHKOBBIX

OTBEPCTHSIX Ha OCEBBIX M CarUTTAJbHBIX Cpe3ax IMpHU
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MPT unu KT mieiiHoro oTnesia mo3BOHOYHMKA — TU-
MePUHTEHCUBHBIE CUTHAIBI B pexkuMe T2 Ha ypoBHE
MepeIHUX POTOB CIIMHHOTO MO3Ta; OMHAKO JaHHBIN
KPUTEPUIiA HE SIBJIIETCS OOJUTaTHBIM.

B Muposoii nurepatype LICA Haubosee yacTo onu-
CBIBAIOT KaK 3a00JIeBaHIe, KIMHUYECKU CXOIHOE C IIeIHO-
rpyaHoit ¢popmoit BAC, ocobeHHO Ha HaYaJIbHOM 3Tare
pa3BUTHUS MATOJOTMYECKOTO IMpoliecca, Korna B aedrore
3a00JIeBaHUS TIPUCYTCTBYIOT MPU3HAKKM MOPAXKEHUS UC-
KJIIOYMTESILHO HIDKHETO MOTOHEMPOHA Ha IIeiHOM YPOBHE.
IToMHUMO KIIMHMYECKOM KapTUHBI, 00€ TaTOJIOTUH CXOIHBI
BO3pacTOM Jieb10Ta — B OOJIBIIMHCTBE CIIy4aeB 3a00JIeBalOT
JIMIIA CPEIHETO 1 MOXMIOro Bo3pacta. KpoMe atoro y He-
KoTophIX nauueHToB ¢ BAC Takke MOTYT ObITh IPU3HAKU
meiiHoro crioHaunesa [11]. I[Ipu 3TomM BaxXHYIO poJib
B nrddepeHIaIbHON TMarHOCTUKE UTpaeT Urojbyarast
aJieKTpoHelipomuorpadus. ¥ namueHTon ¢ LICA Helipo-
HaJIbHBIN MPOIIECC PETUCTPUPYETCS TOIBKO B TEX MBIIIILIAX,
KOTOpbIe MTHHEPBUPYIOTCSI U3 CETMEHTOB CITIMHHOT'O MO3Ta,
BOBJICUEHHBIX B IATOJIOTMYCCKMIA ITpoIIecC. Y MAallMeHTOB
¢ BAC HelipoHaIbHBIH MTPOLIECC BBISIBISIETCS BO BCEX MBbIIII-
11aX PYK M IUIEYEBOTO Tosica, MOIyJalonuX MHHEPBAIKIO
M3 IIEHOTO YTOMIIEHUSI CIIMHHOTO Mo3ra. IToatomy He-
00XOIMMO BBITIOJIHEHHE TTOJTHOTO 3JIEKTPOHEpoMUOrpa-
(brueckoro rccirenoBaHus, BKIIIOYas UCCIISI0BAHUE MBIIIIIT
1Iex, TTapaBepTeOpalbHBIX U IPYIHBIX MBILIL, a TaKXKe
MBIIIL HU3KHUX KOHeyHocTelt [20].

3HayuTeNbHbIE TPYIHOCTH BO3HUKAIOT MPU TTPOBEIE-
HuM 1udbepeHIIMaTbHOTO TUarHo3a AMCTaabHO (popMbI
L CA ¢ BX (ta6a. 3). O6a 3aboseBaHUs UMEIOT CXOIHBIN
ImaToreHe3 M aHaJOTMYHbIE KJIMHUYECKHE MPU3HAKMU,
HO pa3jinyus Mo Bo3pacTy AeOroTa 06oMx 3a00JieBaHUMA
Hepeako urpaiot BaxHyto poab. Ecin LICA pa3BuBaeTcs
y TIAaLIMEHTOB CPEIHETr0 M MOXMUIIOro Bo3pacTa, To it bX
HauOoJiee 4acThlii Bo3pacT aebioTa — 20—25 net. OgHako
HauOOJIbIIINE 3aTPYIHEHUS] BO3HUKAIOT B TEX ClIydyasX,
xoraa bX pa3BuBaeTcs B ITIO3IHEM BO3pacTe, a CAMIITOMBI
LI CA nosBasitoTcs B 0ojiee MoJiogoM Bo3pacTe. B cBsi3u
C 5TUM B JIUTEpaAType 10 CUX ITOP COXPAHSIOTCS HEKOTOPHIC
pa3HoOIJIaCUsT: MOXHO JIM cYuTaTh, yTo bX — Mononoit
BapuaHT nuctanabHoii (popmbl LICA, vm ke LICA — B3po-
cnasg dopma BX [22].

B penkux ciydasix ciaemyeT IpoBoAUTh AU GepeHIn-
aJIbHBIA IMAaTHO3 C MOJMOMHUENTOM H MOCTIOJIMOMHEUT-
HbIM cHHApPOMOM. OTiInuys: 1) MOTMOMMEIUT CBSI3aH C Tie-
peHeceHHOl MHdeKIre; 2) MOCTHOIUOMUETUTHBIN
CHHIIPOM BO3HUKAET Yepe3 MHOTO JIET ITOCJIe OCTPOIo 3a-
ooneBaHus; 3) bX pasBuBaercs 0e3 mpeallecTBYIOIIEH
UHGpEKIUN.

MoHoneBponaTuu (HaripuMep, CUHAPOM 3alsICTHOIO
KaHaJjla, HEeBpOMaTUSsI JIy4eBOI0/JTIOKTEBOTO HEPBa) TaKXKe
cJIeayeT paccMaTpUBaTh B CIIMCKE 3a00JIeBaHUIA TTPY IPO-
BedeHUU IuddepeHInaabHON IMAarHOCTUKU. OTIUYuS:
1) mpu MOHOHEBPOIIATUSX BBISBIISIIOTCS CEHCOPHBIC
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HapyueHust (0oib, Tapecte3un); 2) bX — uynrcto MmoTopHoe
nopaxeHue; 3) anekrpomuorpadus npu bX nemoHcTpu-
pyeT MopaxeHue MepeHNX POroB, a He NepruhepuIecKux
HEPBOB.

Takum obpazom, bX sBasiercst peakoit pa3HOBUIHO-
CThIO 1IEpBUKAJIbHOUN MUEIONAaTUM, CBI3aHHOM cO crubda-
HUeM 1eu, Bbi3biBawoluM atpoduio HIOIT cnuHHOrO
MO3ra U ACUMMETPUYHOE YIUIOLLEHNME C IPEUMYLIECTBEH-
HBIM ITOpaXXeHUEM KJIETOK MEePEeIHUX POTOB CIIMHHOTO
MoO3ra. DTO IMIPOUCXOAMT U3-3a CMEIIEHYSI CITMHHOTO MO3-
ra BIIepe/ 1Py CTUOaHUM IIIeW Y €r0 KOMIIPECCHU 3a CUET
OTCJIOCHUSI 3aHEH TBepAoii MO3roBoii oboouku. Ilopa-
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