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The article presents a case report of a patient with recurrent neuralgic amyothrophy of shoulder girdle that manifested with intensive pain in
shoulder region with subsequent appearance of muscle weakness and hypotrophy. The article discusses the aspects of symptoms, differential
diagnosis, course and prognosis of idiopathic and hereditary forms of neuralgic amyotrophy.
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Wnunonarnyeckass HeBpaiaruueckas aMuoTpodus
(HA) nmedeBoro nosica win cuuaapom llepconeitmxa—
TepHepa xapakTepu3yeTcsi OCTPO BO3ZHMKAIOIIUMH HWH-
TEHCUBHBIMU OOJIIMU B 0OJNIACTH TIEYEBOTO MOsiCa H
PYKH, KOTOPBIE CMEHSIOTCS MBIIIEYHOH cIaboCThIO H
runotpodusimu. Pacnpoctpanennocts HA cocrasis-
eT 2—4 cinyyast Ha 100 TbIc. Hacenenus B rox [1]. HA
MOJKET pa3BUThCS B JTIOOOM BO3pacTe, HO 4Yalle BCTpe-
yaercs y nanueHtoB 20—30 netr. boneBoil cunapom
JIOKaJIU3yeTcs B OCHOBHOM B OOJIACTH IJIeda, JIOMATKU
1 MekionaroyHoi obmactu. Yacto 0onb pacnpocTpa-
HSIETCS HA PYKY WiH obnacTsb nren. [locie paspurus ma-
panuya (mpuMepHO Ha 3-if Hezenne OT Hadaja 3a0oJeBa-
HUs) 00JIEBOM CHHJPOM B pyKe CTHUXAET, OJHAKO TymHas
HOIOILAsl 00JIb MOYKET COXPAaHATHCS B TEUCHUE JJINTEIIb-
HOro BpeMeHU. Hanbosee yacto MbimeuHasi cnabocTh
pa3BUBAETCS B IENBTOBUIHON, HATOCTHOM, TOJOCTHOM,
nepeaHei 3youaroil MpIIIax, ABYIIIaBOM U TPEXTIIaBOH
Mpimax mieda. B 34% cnyuaeB moxeT HabI0naTHCS
JIByCTOPOHHSSI CUMIITOMaTnKa. YyBCTBUTENbHBIE pac-
CTPOMCTBA B BUJIE OIYLIEHNI TOKAJIBIBAHUS HIIN OHE-
MEHHSI HOCSIT, KaK MPaBUIIO, BApUaOEIIbHBIN XapaKkTep
U Yalle JIOKAJIN30BaHbl Ha JIaTepaJIbHON MOBEPXHOCTH

PYKH.
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HA sBisieTcst ayToMMMYyHHBIM 3a0oseBaHueM. [loka-
3aTeNbCTBaMH ATOMY CIIy’KaT OCTpoe Hadayio 3aboreBa-
HUsI, MOHO(a3HOE TeUeHHUE, MPE/IICCTBYIOIINE BUPYCHBIC
1 OakTepuanbHbie HHPESKIMU, BAaKI[MHAIIUH, OTIEPATUBHOE
JIedeHNE, Ha3HAYCHNE UMMYHOMOIYIUPYIOIIEH Teparuu
(uHTepepoH), a TakkKe JaHHBIE MOPQOIOTHIECKUX HC-
CJICZIOBAHUH CTBOJIOB TUICYEBOTO CIUIETEHUS U riepudepu-
YECKUX HEPBOB, IIPH KOTOPBIX BBISBIISIOTCS OTEK U IIEPH-
BACKYJISIpHAS AIIH- UITH YHJIOHEBPaIbHAS BOCIIAIHTEIbHASL
KJeToyHast nHpuibTpays [2—4].

B konme XX cTomerwst mWccieaoBarenw oOpaTu-
JIM BHUMAaHHE HA TO, YTO CPEIH OOBIYHBIX HUIUOTATH-
yecknx ¢opM HA HWHOTIa BCTpEYAroTCsS M CEMEWHbIe
ciy4yau. ['eHeTndeckoe ucciie/joBaHHE ITHUX CeMEH B
1996 r. 0OHapyXWJIO IMATOJOTUYECKYI0 MYTalHI0 Ha
yuaactke septin 9 (SEPT9) rena 17q25, u Takum obpa-
30M OBLT JIOKa3aH HACIIEJCTBEHHBIA XapakTep 3aboire-
BaHHUS C ayTOCOMHO-/IOMUHAHTHBIM THUIIOM Hacjel0Ba-
Hus [5]. B Hacrosiniee Bpemsi B JIUTEpaType OMUCAHO
okoino 300 cemeill ¢ HacienctBeHHoM HA muieueBoro
rmosica WJIM, KaK ee eIle Ha3bIBaloT, HACJIEeICTBEHHOMN
MJICKCOTaTHeH TiedeBoro cruiereHus [2, 6, 7]. Ha-
CJICACTBEHHAS M uauomnaTudeckas gopMel HA cXomHbl
KaK M0 KJIMHUYECKOW KapTHHE, TaK W MO JJIEKTPOQu-
3MOJIOTHYECKUM U MOP(HOIOTHIECKUM XapaKTePHUCTH-
kaMm. [IpUHIMNHATBEHBIM OTIUYHEM HACJICICTBEHHON
HA smBnseTcs Ooypimasi 4acToTa perUaNBOB, KOTOpas
HaOoaeTcst Moyt B 75% ciiy4yaeB, B TO BpeMsl Kak
npu uanonarndecko HA penuauBel OBIBAIOT TOJIBKO
B 5—25% cnyuaes [1, 6, 7]. [Ipu nacnencteennoit HA
3a0oeBaHre BO3HUKAET B Ooyiee MOJIOJIOM BO3pacTe U
nporekaeT Tskenee. Y 20% malueHToB MpU NEPBOM
MPHUCTYINE MOTYT BOBJIEKAThCA 00€ PYKH, HO IPOIIECC
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BCEr/la OcCTaeTcss acuMMeTpUYHbIM. [Ipuctymbr 3abo-
JeBaHUA MOTYT OBITb PA3IUYHBIMM 110 KIMHHYECKON
KapTHHE U TSDKECTH y OJHOTO M TOTO K€ OOJBHOTO U
YJIEHOB ero ceMbu. C BO3pacTOM HX 4acTOTA yMEHbINA-
ercs. Y KeHIIUH HacieacTBeHHass HA BcTpedaercs B 2
pasa pexe, HO 4Yallle IOPAKATCS CPEIHUN U HUKHUN
CTBOJIBI MJICYEBOTO CILICTCHHUS, YTO MPUBOJUT K Oornee
TSDKEIIOMY TEUSHHIO 3a00JIeBaHus [6].

Taxxke oTMedeHo, 4To NMpHu HaciencTBeHHoH HA B
OTIIMYHE OT WIUOTATHYCCKON (POpMBI YacTO HaOIIO-
JAIOTCsl pa3iuyuHble TUCMOpQHUUECKHE MPHU3HAKHU, Ta-
KM€ KaK TMIOTEI0PU3M, HU3KAN POCT, KPAHHOJIHIIEBAst
nu3padust, CHHAAKTHIIUS, Talblbl B BHIE OapaOaHHbBIX
[IJI0YEK, PACIICIUIEHHE MSTKOro Heba WM SI3bIUKa,
CKJaa4yaThid snuKaHT [7, 8].

[IpuBoauM HaONIOACHNE TALUEHTKU C PELIUIUBUDY-
romeit HA neueBoro nosca.

bBoarnas I'., 72 roma. Jlo 50 jer mamueHTKa
ObL1a cCOMaTHYECKU 340pPOBOii, paboTasa 1 Bela akTUB-
HBII 00pa3 KU3HU, 3aHUMaJIach cropToM. OgHAKO OHA
C JIETCKOTO BO3pacTa OTMeuasa, 4TO He MOoIjla MOJHU-
MaThCs M0 KaHATy W MONATATHBATHCS Ha TEepeKiIaInHe.
B 50-neTHem Bo3pacTe manMeHTKa NepeHecaa TPaBMy
(TmepenoM mpaBoi JTy4eBO KOCTH B THITMYHOM MECTE),
YTO MPHUBEJIO K BO3pPACTAHUIO PU3NUECKOI HAIPY3KHU Ha
neByio pyKy. Uepes 1 mec mocie TpaBMbI y MalMEHTKH
BHE3AITHO IMOSIBUJIACH OCTpasi cTpelsionias 00iab B 00-
JIACTH JIEBOTO IJIEYEBOTO CyCTaBa M MpPENIIeyubs, Up-
panuupytomas B [—III mamen neBoil kuctu, Kotopas
YCUJIMBAJIACh HOYBIO U IPU JABUIKEHHUSIX pYyKou. boib
ObLIa TIOCTOSIHHOM, Hapylllaja COH U He yMEHbLIANach
Ha (OHE IpHeMa pa3IMYHBbIX aHaIbIeTUKOB. boneBoi
CHUHAPOM COXpaHsUICSl B TeUeHHe | Hex, 3aTeM cTal
CTUXAaTh, HO MOABWJIACH CIA0OCTH B MBIIIIAX IJI€YEBO-
ro nosica cinesa u [—IV nanbuax nesoi pyku. bons B
JIEBOW pyKe cOXpaHslach OKoJlo 2,5 Mec, a cladocTh
MBIIII JIEBOM PYKH — OKOJIO Toiyrofa. 3areM (pyHK-
LSl JIEBOH PYKH BOCCTAHOBWIJIACH C HEOOJBIIUM JIBH-
rarejbHbIM Je(EKTOM B JIEBOW KUCTH (CaMa MalleHTKa
OIIEHMJIa CTENEeHb BOCCTAHOBJIEHUS Kak Xopollyro). B
TE€YEHHE MOCIEAYIOMNX & JIET COCTOSHUE MAIMEHTKU
OBUTIO yIOBJIETBOPHUTEIBHBIM. 3aTeM 0e3 KaKHuX-Ju-
00 TIPOBOMHUPYIOMHX (PAKTOPOB PA3BUIICS TTOBTOPHBIM
AQHAJOTUYHBIA MPHUCTYI, HO YK€ B IJIEYEBOM IOsiCe
MpaBoOH pyku ¢ uppanuanueit 6oxu B [—III mamer mpa-
BOHM KHCTH. bosib MMena Te ke XapaKTepUCTUKH, YTO U
npu nepBoi arake. boib B mpaBoi pyke coxpaHsiach
OKOJIO 2,5 Mec, a IPUCOCTUHHUBILASCS CIa00CTh MBIIII]
[—III mampma mpaBoi KHCTH — OKOJIO 6 Mec. 3areMm
(yHKUMS TpaBoOdl KUCTH BOCCTAHOBMIIACH, HO OCTAJICS
JIETKUH pe3uayabHBIA Ne(EeKT B MBIIIIAaX-Cru0aTensax
u pasrudarensx [—III mansna npasoit kuctu. Yepes 4
rofia y MarueHTKN Pa3BHIICA TPETUH 3130/ O0IE3HNU C
ITOBTOPHBIM BOBJIEUEHUEM NpaBoi pyku. bosieBoil cuH-
JIPOM UMeJ TPEeXHUE XapaKTepUCTHKU. boib uppann-
npoBana B [—III maner npasoit kuctu. Ilocie ymens-
HICHUs OOJIEBOTO CHHAPOMAa Pa3BHIMCHh BhIpaKEHHAs
cnabocTh M aTpoUu MBILIL] NPaBOW KUCTH, a TaKKe
cnabocTh U TUNOTPOGHUS JCIBTOBUIAHON, HAaJOCTHOMN
1 TOAOCTHOW MbIlI cripaBa. OcOOEHHOCTBIO TPEeThel
aTaky ObLIO Pa3BUTHE CTOMKOM rMIIECTE3UHU B 30HE WH-

Puc. 1. Tunorpodun MbIL II€4EBOTO M0siCa CIpaBa.

HepBallUM CpelMHHOTO HepBa. B 70-meTtHeM Bo3pacte
MalMeHTKa IepeHecia IOcieaHee, CaMoe TAXKeloe,
YeTBepTOe 000CTpeHrne O0JIE3HU C pa3BUTHEM 0OJIEBO-
ro CHHApOMa B JIeBO# pyke. bonb Hocuna Gojee BbI-
paXXKEHHBIN XapaKTep M0 CPaBHEHMIO C NMPEABIAYIIUMHU
obocTpenusimu, uppagunponana B I[II—V nanen neBoit
KHCTH, COINpPOBOXAAJIACh CTAaTUYECKOW W JHHAMHYE-
CKOM TaKTHJIbHOH anoguHuell u runepanresueil. bomu
COXPaHsUINCh B TEUEHHE 5 MEC, a MOCJIE CTUXAHMS Ha-
CTYIWJIN BBIPaXCHHAsS CIa00CTh U THIIOTPO(YHH MBIILI]
JIEBOTO TIJICYEBOTO MOsIca ¥ KUCTH. V3-3a BEIHY K ACHHO-
O MOJIOKEHUS JIEBOM PYKH M aHTAJIITHYECKOTO OIpaHu-
YEHUS IBUKCHUHN B HEH y OOMBHON Pa3BUIICS CHHAPOM
JIEYEJI0NaTOYHON MepUuapTponaTii ¢ OrpaHUYEHUEM
AaKTUBHBIX ¥ TTACCHUBHBIX JBMKEHHUH B JIEBOM IJICUEBOM
cycTase.

IIpn ocMOTpe NMAaLMEHTKH OTMEYEH HU3KHHU pOCT
(158 cm). Mmeercs rumorpodus MBI TUIEYEBOTO
rosica cjieBa, MpaBoe IJIeY0 BHINIE JIeBOTO. CHMITOM
«KpBUIOBHAHOHN JomaTku» cmpasa (puc. 1). O0wvem
JIBMDKCHUI B IIPAaBOM IUICYEBOM CYCTaBE IIOJHBIM, B
JIEBOM CyCTaB€ aKTHUBHBIE U IACCHUBHBIE JBHKECHUS
OTpaHMYCHBl M3-32 IUICYENIONAaTOYHONW MepHuapTpora-
TAA C BOBJIEYEHHUEM MBIIIIL BpaIlaOMEd MaHXKeTbl
rjieya ¥ aJire3UBHBIM KarcyauToM. JIBHKEHUS B JIEBOM
JIOKTEBOM CyCTaBE€ TakKyK€ OTPaHMYEHBI M3-3a apTpo3a.
B mpaBoil kucTH HaOIIOMACTCS JIETKAN Mape3 MBI,
WHHEPBUPYEMBIX CPEIUHHBIM M JIOKTEBBIM HEpBaMHU.
B neBoii kuctu — mIyOOKHI Mape3 MBI, HHHEPBU-
PYEMBIX CPEIUHHBIM, JOKTEBBIM M JTyYEBBIM HEPBAMU.
JIeBoil KUCTHIO MALMEHTKA COBEPILIAET MUHUMAJIbHbBIN
obwvem nBmxkeHH. B pykax HaOmiomaetcs auddys3Has
THIOTOHMS MBIIIL, TUIOTPO(US MBI JIEBOW KHCTH
(puc. 2). Ha mpaBoii pyke BBEI3BIBaeTCS peIIeKC C CyXO-
JKWIINSL ABYIJIABOM MBILILBI IJIe4a, OCTalbHbIe peduiek-
CBl OTCYTCTBYIOT. CyXOKHIIbHBIC pedIeKChl Ha JIEBOI
pyke He BbI3bIBatOTCS. OTMeuaeTcss HapylleHHe I0-
BEPXHOCTHOHN YyBCTBHTEIBHOCTH B BUJE THIIECTE3UH B
30H€ MHHEPBAIMK JIOKTEBOTO, JIyU€BOIO HEPBOB, KOXK-
HBIX HEPBOB IIJIeYa U NPEATUICYbs CIIEBA, THIIEPAITe3HUs
B 30HE MHHEPBAIMH JIEBOTO CPEJUHHOTO HEpBa, TUIle-
CTe3Wsl B 30HE WHHEPBAIMU IMIPABOTO CPEIWHHOTO He-
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Puc. 2. T'unorpoduu MbIIII JTIEBOH KHCTH.

pBa. BuOpanunonHas 4yBCTBUTEIBHOCTb Y OCHOBAHMS
0oJbIIoro masbiia JieBod kuctu 0 Oamios, crnpaBa S
OamtoB. Cuiia B MBIIIIAX HOT JOCTATOYHAs, CyXOKHIIb-
HbIe pedICKChI COXPaHECHHBI.

Pesynbratel anekrpomuorpaduueckoro (OMI') uc-
CJICJIOBAaHUsI IBUTATENBHBIX (Taba. 1) U 4yBCTBUTEINb-
HBIX (Ta0J1. 2) BOJIOKOH HEPBOB PYK IIPUBEICHBI B TaOJI.
1 u 2. [Ipu uccnenoBaHUM HEPBOB HOT MATOJIOTHH HE
BBISIBJICHO.

3aki0ueHne: CMEIIaHHBIN (AKCOHABHBIA U IeMHU-
CJIIMHUBUPYIOLINN) XapaKTep MOPaKEHUSI BCEX HEPBOB
JIEBOW PYKU (JIBUTATENBHBIX M YYBCTBHTEIBHBIX BO-
nokoH). JmHamudeckuit ananuz OMI -nccienoBanuit
Ha TpoTsbKkeHUH 10 JIeT Mo3BOJIsIeT OTMETHUTHh BOCCTa-
HOBJICHHE aMIUIUTYAbl M-OTBETOB M CKOPOCTH pac-
npoctpanenus: Bo30yxaeaus (CPB) mo HopmanbHBIX
3HAUEHMH NOCJIEe MEPEHECEHHBIX aTaK Ha MPaBoi pyke,
MOJIOKHUTEIBHYIO IMHAMUKY TIOKa3aTelel JIEBOTO JIOK-
TEBOTO HEPBA.

Bo Bpems Bcex oOocTpeHuil 00e3HM NallMEHTKa
mpoxoauiia oOClieAOBaHUE W JICUCHHE B HEBPOJIOTHU-

TabGunuma 2
Jlanabie JHMI uyBCcTBHTEJIBHBIX BOJIOKOH HEPBOB PYK
Awmruryna CxopocTb
S-otBera, pacIpoCTpaHeHUs
MkB (N > 5,0 MmxB) BO30YKICHHUS,

m/c (N > 50 m/c)
N.medianus sin (sens) 0,7 25
N. ulnaris sin (sens) 0,8 24
N.medianus dext. (sens) 6,1 45

YECKUX CTallMOHApax, a 3aTeM IMoJjiydyaja MOBTOPHBLIC
KypChl peaOuIuTalMOHHOTO JiedeHus. [laHHbIe IpoBe-
JICHHBIX J1a00PaTOPHBIX U MHCTPYMEHTAIBHBIX 00CIe-
JIOBaHU# (peHTreHorpadusi OpraHoB rPyIHON KICTKH,
Y3U oprano OpromHo# nmonoctu, DKI') B npenenax
HOpMaJIbHBIX 3HaueHWi. Ha MarHuTHO-pe30HaHCHBIX
tomorpammax (MPT) meitHoro oTiena mo3BOHOYHHKA!
JIETKHE TPOSIBIICHHS 0CTEOXOHApo3a. JyImekcHoe cka-
HHUPOBAaHME apTePUM U BEH PYK TaKKe HE BBISIBUJIO Ma-
tonoruu. [lo pesynbraram peHTreHorpaduu CyCTaBoB
JIEBOM PYKH IMOJYUYEHBI IPU3HAKHU MTOJIHOCTE0APTPO3a.

[TanreHTke OBLI MOCTABICH JUArHO3: BEPOSITHAsS
HAacJe/JCTBeHHAs] HEBpajJTruyeckas aMuoTpodus Iuie-
4eBOro mosica (cropagudeckuil ciydait). CuHIpom
IJICYEJIONATOYHON MEepHapTPONaTUU C BOBJICUCHUEM
MBIIII] BpaIlaroneid MaHKEThI U aJITe3UBHBIM KaIlCyIu-
TOM CJIEBA.

Obcy:xnenue

Takum 00pazoM, y HalMEeHTKH HAOIIONAETCs TJIaB-
HBIH KJIMHWUYECKWH TpHW3HAK HaciaeAcTBeHHOW HA B
BHJI€ NOBTOPHBIX CTEPEOTHIIHBIX aTaK, XapaKTEpHU3y-
IOIUXCS MHTEHCHBHBIM OOJIEBBIM CHHIPOMOM C TIO-
CIIEIYIOUINM Pa3BUTHEM MBIIIEYHONW cIabOCTH U TH-
norpoduii B pykax. [lanuentka nepenecna 4 aTaku ¢
BOBJICUEHHEM BEPXHHUX CTBOJIOB, PA3JIMYHBIX ITYyYKOB
U HEPBOB IUIeUEBbIX cluleTeHuil. [Ipu nepBom u Tpe-
TBEM MpHUCTyHax ObUIM IMOPaXeHbl BEPXHUH CTBOJI,

Tabnuma 1
Jannbie DMI-ucciie1oBanusi IBUTaTeIbHbIX BOJIOKOH HEPBOB PYK
HccnenoBanHble HEPBBI Amiumryna CKOpOCTB pacpoCTpaHeHUs. Pesunyanbnas F-BosHbI
M-orBera, MB B030yxaeHMs, M/c (N>50m/c) JIATEHIHS,
m/c (N <2,5 mc)

N. medianus sin. (m. abd. pol. br.): 0,4 (N>3,5MB) Ha nmpenmneuse 25 2,2 ITomHOCTBIO

Ha 1uieyue 26 pacchllaHHbIe
N. ulnaris sin. 1,8 (N> 6,0 MB) Ha npearieuse 37 2,1 TTonHocThIO
(m. abd. dig. minimi.) Ha 5okTe 36,1, Ha Tutede 35 pacchIllaHHBIC

N. radialis sin Her M-otBera

(m. ext. digitirum comm.)

N. axillaris sin. 3,4 (N>4,5MB) JucranbHast
(m. deltoideus) JIATEHTHOCTH 4, 1

(N <4,5 mc)
N. medianus dext. (m. abd. pol. br.) 4,8 (N> 3,5 MB) Ha mpearutedse 55, Ha mutede 58 2,1 CPB 54-61 (N > 40 m/c)
N. ulnaris dext. 6,3 (N> 6,0 MB) Ha npenmieuse 60, 2,1 CPB 59-66 (N > 40 m/c)
(m. abd. dig. minimi.) Ha JIOKTe 62, Ha TuTede 61
N. radialis dext. 4,1 (N> 6,0 MmB) Ha npenmneuse 51, na meue 60 1,8

(m. ext. digitirum comm.)
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JaTepalbHbI U MEQUAIbHBINA MYYKH, IPU BTOPOM —
BEpXHUU CTBOJI, 3aJHUNA U MEOUAJbHBIA Iy4YKH, IPU
YETBEPTOM — BEPXHHUU CTBOJI, JIaT€paibHbIA, 3aHUN
1 MEIUaJIbHBIA IYYKH IJIEYEBOrO CIICTeHUs. 3aboie-
BaHUE UMEJIO PEelHIMBHUpPYIOIIee TeUeHHe; Mocie mnep-
BBIX O0OCTPEHHUH COXpaHSUICA PEe3ULyalbHBIH nedeKT
B BHUJIC MBIIICYHOH cIabOCTH B KUCTSX, OJHAKO TOCIE
MIOCJIEAHETO OOOCTPEHUS! PA3BUJICS TSKEJIBIM JBUIa-
TeNBHBIN JeeKT B JeBol pyke. boneBoil cunapom npu
BCEX 00OCTPEHMSIX HOCHJI CTEPEOTUIIHBIH HEBPOIATH-
YECKUU Xapakrep. J[BUrareslbHble HApyLIEHUs B pyKax
rpeobamany Hall 9yBCTBUTEILHBIMU. B 1ebroTe 3260-
JIeBaHUS TO3UTUBHBIE CEHCOPHBIE PacCTpONCTBA Mpe-
oOyiajjasii HaJl HeraTUBHBIMU. Bee araku y manueHTKH
COINPOBOXKJAINCH BEreTaTUBHO-TPOYUUECKUMU Hapy-
MEHUSAMHU: [TUaHO30M KHCTH, OTEYHOCTBIO PYKH, CyXO-
CTBIO KOXHU, JIOMKOCTBbIO HOTI'TE€H, UTO MOKET KOCBEHHO
YKa3bIBaTh Ha MPOJIOHIMPOBAHHOCTh 000CTPEHUH.

OCHOBHBIM KJIMHMYECKUM CHHAPOMOM, HaOmmomae-
MBIM B pacCMaTpHBAaeMOM cllydae, OB CHHIPOM pe-
nuauBupyromeid HA nnedeBoro nosica. Ha ocHoBanuun
pe3ynbTaToB MPOBEACHHOTO KIMHHYECKOTO M J1abopa-
TOPHOTO 00CeI0OBaHUN OBIITM UCKIIOYEHBI BTOPHYHBIC
MIPUYHHBI TUIEYEBOH MIIEKCOTIATHH, TaKHe KaK CHHIAPOM
BEpPXHEH anepTypsl IPyIHOHN KIETKH, OITyX0JIb BEPXYIII-
KU JIETKOTO M Apyrue 00beMHbIe 00pa3oBaHus, IIeHHAs
panukynonarus. VIMEHHO TOBTOpPHBIE CTEPEOTHITHBIE
pPeLUINBEI TTO3BOJIMIIN MPEAOIOKUTh HAINYKE Y Ta-
LIUEeHTKH HacleAcTBeHHOU (opmbl HA.

Jnarnoctuka HacieAcTBeHHOM HA oOCHOBBIBaeTCS
MIPEKIE BCETO HA aHAJIN3€ KIMHUYECKOW KapTuHbl. Ha-
yrHaeTcs 3a00leBaHue, KaK MPaBUIIO, OCTPO M Halle
HOYBIO ¢ TIOsIBIICHUS Oouin B pyke. boib cusbHas, o xa-
paxTepy «pexyuias», HOCTOSTHHAS, IITyO0Kast, TOKaIHu3Yy-
€TCsl BOKPYT IUIEYEBOTO CyCTaBa M JIONIATKU, MOXKET Hp-
paauHpoOBaTh B PYKY, TPYAHYIO KIETKY, IIEI0 U 3aThIIOK.
Bbonb ycunusaeTcss HOYBIO, TPH MATBIALIMH MBIIII 1I0Pa-
JKEHHOU PyKHU U IPU JIBMKEHUU €10; HE KyTUPYeTCs IPU-
€MOM INPOCTHIX aHAJBIETUKOB U HECTEPOUIHBIX NPOTHU-
BOBOCHAJUTEIBHBIX MPENapaToB, JUIIACT OOIbHBIX CHA.
Crubanue pyKH B JIOKTEBOM CYCTaBe U MPUBEICHUE €€ K
TynoBuIly obnerdaet 60mb. bomb 00BIYHO UMEET BBICO-
KyI0 WHTEHCUBHOCTE (OoJiee 7 0ajyuioB 1O BU3YaJIbHOMN
ananoroBoi mkane — BAIIl), coxpansieTcs B TedeHUE
HEJEIH, 3aTEM HEMHOIO CTHXAeT U COXpaHseTcs eIle B
teuenne 2—4 Hen [1]. [To xapakrepy 0omb siBsIeTCS cMe-
TAaHHOW: HEBPOTIATHIECKOH (IYJIbCUPYIOIIasl, CTPEIIIIO-
11as, )Krydasi C CHAMIITOMAaM{ MEXaHNYECKOH allJIOUHNH,
BTOPUYHOM I'MIIEPAITe3UH U TUIEPIaTHH) U MbILICYHON
(maBsimasi, Horomast). Y 30% manueHTOB ¢ HAClIe/ICTBEH-
HO#t HA 607h MOXET OBITh XPOHHUECKOH B TPYIHOKYpa-
OebpHOM. B cityyasix mpoJOHTHPOBAaHHOTO 00OCTPEHUS
MOTYT MPHCOCTUHSATHCS OTEK, BA3OMOTOPHBIE U TPO(H-
YeCKHe HapyLICHHUS! KOXKHU PYKH, YTO HAaOIOOaIOCh U Y
HaIeH MmarueHTKH.

3a pa3BUTHEM HHTEHCHUBHOIO OOJICBOTO CHHApPOMA
CIeMyeT TOSBICHHWE MBIMIeYHON cimaboctu. Ilpm Ha-
ciencrBeHHOH HA MOXHO OOHApyXHUTh MOpaKEHUE
JOOBIX MBI, UHHEPBUPYEMBIX BETBSMHU IIJICUEBOTO
CIUIETEHHsI, HO HauboJiee 4yacTo, Kak U MpH UAHONATHU-
yeckoit popme HA, BoBiiekatoTcs HaJOCTHAsI, MTOJOCT-

Has, JAENbTOBHMJIHAA W TepeaHss 3y0daras MBbIIIIIHI.
B mapernuHbIX MbIIIIAax OBICTPO Pa3BUBAETCS BbIPa-
keHHas arpodusi. OOBIYHO HaOMIOmaeTcs mpsiMasl 3a-
BUCUMOCTb MEXJy WHTCHCHBHOCTBHIO OOJIM, MBbIIIEY-
HO# ciabocTeio U arpodusimu. [Ipu HaciencTBeHHON
HA vamie BOBIEKAIOTCS BEPXHHE CTBOJIBI IJICYEBOIO
CIUJIETeHMsI, OJJHAKO, TOpaXKEHHE MJIEUEBOTO CIIJIETEHUS
MOXeT ObITh TOoTanpHbIM. Hambonee uacto BoBiEKa-
IOTCA CJEAYIOIINE HEPBbI: HAJIONATOYHbIN, JJIMHHBIN
ICPYIHOM, NOAKPBUIBLIOBBIN, KOKHO-MBIIICUHbIH, JIy4ye-
BOU U MEpEHUN MEKKOCTHIH [6, 7, 9]. [locne ctuxanus
0o B nebroTe 3a001eBaHms Y OONBITHHCTBA OOTBHBIX
HacyieacTBeHHOW HA mpu oOcnenoBaHUM BBISBISIOTCS
pa3IMyHbIC YyBCTBUTEJIbHbIC HAPYLICHUS C JIOKAIHU3a-
LHMEeH UX Ha JIaTepajbHON MOBEPXHOCTHU IOPAXKEHHOMN
pyku. Ilo3uTHBHBIE CEHCOpPHBIE CHMIITOMBI IPE0O-
JaJaroT HaJ HEraTUBHBIMHM. BoBieueHue pas3inyHBIX
HEPBOB, CTBOJIOB U IIy4KOB IUIEYEBOIO CILJIETEHUS IpU-
BOJIUT K MYJIbTH(OKAIHHONH KapTUHE BUTATEIbHBIX U
YyBCTBUTENIBHBIX HapymieHUH. CUMIITOMBI HATSIKEHUS
B pyKe (TIOsIBIIEHUE CTpEJIstomield 001 B 30HE HHHEPBa-
MY TTOPaKEHHBIX HEPBOB MPH MOJHATHH, Pa3THOaHUU
Y OTBEJCHUH PYKH B IUICUEBOM CYCTaBE) ITOJIOKUTEIb-
HBI [TOYTH Y BCeX OONBHBIX [1].

Kpome mopakeHust miedeBoro CIJIETEHUs, NpH Ha-
cinenctBenHoii HA ropasgo wame (B 30% ciydaes),
yeM npu uauonarndyecko HA, omHOBpeMEHHO MOTYT
BOBJICKATHCSI BETBU MOSICHUYHOTO CIUICTEHUS, Tuadpar-
MaJbHBIN HepB M KpanuanbHble HepBwl (VII, VIII, X).
[Topaxenue BeTBEH MOSICHUYHOTO CIUIETEHUS MO CBOEH
KJIMHAYECKOW KapTHHE HalOMUHAeT JIoMOOcaKpaib-
HYI0 paauKyioruiekconaruto. Ilaromorus nmadpar-
MaJIbHOTO HEPBa MPOSIBISIETCS APE30M HIIH MapaTnioM
nmuadparmel. Bopneuenne X HepBa BEIET K MOSIBICHUIO
mucharnd U nauchoHun (MOpakeHHE BO3BPATHOTO He-
pBa roprann), VII HepBa — pa3BuTuto napanuya bemna,
VIII HepBa — OJTHOCTOPOHHEHN CEHCOHEBPAIBHOM rUmna-
Ky3uu. [lopaxeHne KpaHHaIbHBIX HEPBOB HE COMPOBO-
XaaeTcst 00JIeBBIM cHHIpOMOM [ 1, 7].

[Ipu nacnenctBennoit HA moxer nHaOmomatbes 3
BHIIa TCUCHWs 3a00JICBaHUS: PEIUAUBHUpYIOIIee (HaH-
Oonee yacto), MOHO(pA3HOE W XPOHHUYECKOE BOJIHOO-
Opasznoe (Hamboiee peako). OOOCTPEHUAM MIPU HACITEIT-
ctBeHHOW HA B oTimume oT mauonatuueckod (hopmbl
JacTo MPEIIIECTBYIOT CemyIontiue GakTopsl: OepeMeH-
HOCTB, PO/IbI, OBBIILICHHAS! (PU3HUYECKasi HATPy3Ka, SMO-
LUOHAJIBHBIN CTpece, B TO BpeMs KaK BUPYCHbIE HH(EK-
LMY ¥ BaKIIMHALIMK BCTPEUAIOTCs pexe [7].

[Ipu DOMI -uccienoBanny BBISBISETCS AKCOHAIb-
HBII XapakTep MOpakKeHWsT HEPBOB PYyK (IBUraTelbHBIX
M 9yBCTBUTENHHBIX BOJIOKOH) B MOPAKEHHOM KOHEYHO-
cti; CPB nmo HepBaM pyk He M3MEHEHAa WM HE3HA4YH-
TenbHO cHIKeHa. llpu mccnenoBaHny HEPBOB HA HOTAX
MaTOJIOTMM HE BBUIBISAETCA. Y Halllell MalMeHTKH IpU
OMI -uccnenoBannm Takke NMpeodanaiu akCoHaIbHbIC
M3MEHEHUS, a IeMUEITMHU3aLus epudepruieckix HEpBOB
HOCHJIA, BEPOSITHEE BCErO, BTOPUUHBINA Xxapakrep. B mo-
Pa’KEHHBIX MBIIIAX MPHU MPOBEAECHUH Uroisdarod OMI
HaOIONAIOTCST CUMIITOMBI JICHEPBALIMHHO-PEHHHEPBAIIH-
OHHOTO IpoLecca: HATUYNE TOTeHINATI0B (PUOPHIUILINI
B OCTpYyIO (hazy, yBelMUeHHE JUTUTEILHOCTH U aMIUTUTY-

1



HEBPOJOMYECKII XYPHA, Ne 1, 2014

Jnarnocruyeckne kpurepun HA [7]

Tabnuia 3

TIpuznaku

O06s13aTenbHbIe

He nporuBopeuariye 1uariosy

Bospact Hayaa 3a00neBaHus

Knuunueckas manudecraus

HacnencrBennbrit anamHes

Kinunanueckas KapThuHa

Teuenue 3a00eBaHUS

DnekTpodu3HOIOrHuecKre
MIPU3HAKH

JIHK-nnarnoctuka

2-9 Ui 3-5 1eKaja JKu3Hu

OcTpast OAHO-HJIM JBYCTOPOHHSIS IICYEBast [IICKCO-
HaTHs.

CubHast 60JTb IPEIIECTBYET MbIIICUHOI c1abocTn
B TEUCHHE HECKOJBKUX [THEH-HE/IeIb.

[Ipeobnamanne MbIIEYHOHN C1a00CTH HAJl YyBCTBU-
TCJIbHBIMU CUMIITOMaMH.

UYucno obocrpenuii (1—20).

[penmectBytomue hakTopbl: HHPEKINS, HMMYHHU3a-
1Hs, XUPYPrHYeCKOe BMEIIATEIbCTBO, POJIbI, TIOBbI-
nIeHHast u3nyYecKast Harpy3ka Ha PyKy, OXJIaxIeHHEe

pPyKun

AyTOCOMHO—IIOMI/IHaHTHHﬁ THIT HACJIICAOBAHUA

MynbsrudokanbHoe pacipeneaeHie JBUraTelbHbIX 1
YyBCTBUTEJIbHBIX PACCTPONCTB

PeLu/mMBnpy}OLuee TEYECHUEC C OTCyTCTBI/IeM CUMIITO-
MOB ME/y aTaKaMH, HEIIOJIHOE BOCCTaHOBJICHHE,
COXPAaHSIOIINIICS HEBPOIOTMYESCKHUI Ie(UIUT MOCIIe
IIOBTOPHOH aTaKku

CUMIITOMBI JCHEpBallMU U pEUHHEPBALIMU B KIIMHU-
YECKH MOPAKCHHBIX MBIIIIAX

Wnentudukanus npeanogaraeMoi MyTaliu i
yasoenne B SEPT9 Ha xpomocome 1725

Bonee PaHHEE UK NMMO3AHEEC HAa4YaI0

Peuunnupyromue araxu (75%).

YyscrButenbHble cUMITOMBI (70%).

Bosneuenne noscHnuHo-kpecTioBoro crutereHus (33%)
w auadparmansHoro Hepsa (14%).

Bosrneuenne kpaHHaIbHBIX HEPBOB.

Jucmopdudeckne npu3HaKu.

AOGOpPTHUBHBIE aTaku (OTCYTCTBHE MBIIIEYHON c1ab0CcTH
mocsie 60IEBOT0 CHHAPOMA).

MBeledHas c1abocTh IPeIecTBYeT O0ICBOMY CHHIPO-
MY B TEUCHHE HECKOJIbKUX JHEH 10 1 He.

JIiTenbHBIN HHTEPBA MEXK/Y aTakaMi (HECKOJIBKO JIET).
Bbesbonessie araku (5%)

Cnopaauueckuii ciydai

[peobnaganue NBUraTeNbHBIX PACCTPONUCTB HAJl YyB-
cTBUTENbHBIMU. UyBcTBUTENBHBIE cCUMIITOMBI (80%).
BereraruBnbie cummntomsl (15%).

MoHoHeBponarusi.

OTCYTCTBHE MM CHIKCHUE CYXOXKUIIbHBIX Pe(IIeKCOB Ha
MOPAKEHHOM pyKe.

Cnabocth 1 aTpodus MBI

[TonHOE BOoCCTaHOBJICHUE 0€3 Pe3nayaabHOTO IehuIuTa
MEX]Ty aTaKaMu.

XpoHudeckoe BOIHOOOpa3HOe TeueHne 0e3 MOTHOTo
BOCCTAHOBJICHHSI MEXK/Ty aTaKaMu

VYMmeHblienue AMIUIUTY1bI M- u S-otBeToB IIpu Ucciaeno-
BaHNHU MOPAXCHHBIX HEPBOB

OrcyrcTtBue coenunenus gokyca SEPT9 na xpomocome
17925

JIbI TIOTEHIIMAJIA JICUCTBUS JIBUTATEIILHON eqMHUIIBI [7, 8].
Crieriudruyeckre U3MEHEHHsI, XapaKTePHbIE UMEHHO JIJIsI
HacnencTBeHHOM HA W mo3Bossitolive OTIUYUTH €€ OT
uanonaruueckort popmsl HA, nmpu DMI -uccnenoBanun
oTCyTCTBYIOT. MIHOrAa npu uronsyaroid SMI BeISABIAIOT-
Cs UBMEHECHHSI B KIIMHUYECKH HE TTOPAKEHHBIX MBIIIIIAX
JIPyTOi PYKH, YTO CBHIETEIHLCTBYET O OWMJIaTepasbHOM
BOBJICUCHUU TUICUEBBIX CIUICTCHUN. Y UICHOB CEMBU BHE
o0ocTpeHus, a Takke mepen HadasmoM oOocTpeHus (ma-
[UCHTKU HAOJIOIATUCh B IEPHUOJ] OEPEMEHHOCTH U MOCIIE
pomnoB) mpu DMI -Kccirle10BaHNH TIATOJIOTHYCCKIE H3ME-
HEHUS OTCYTCTBOBAJH [7].

Temmneparypa Tena y maieHToB BO BpeMs obocTpe-
HUSI OcTaeTcst HopManbHOU. [Ipu nccnenoBanuu KpoBU
M MOYH TIATOJIOTHH He BBIABIsIETCs. CocTaB 1epedpo-
CIIMHANBHOM KUJIKOCTU B TUIIUYHBIX CIydasX HacleM-
ctBeHHOM HA He u3MeHeH W JIMIb MPU BOBJICUCHUU
MPOKCUMANIbHBIX CIHUHAIBHBIX KOPEIIKOB MOXET Ha-
OJTFOATHCS JISTKOE YBEIMUCHIE KOHIICHTPAITUN OeITKa.

Mopddonoruueckue uccienoBanus (OUOTICUS YYB-
CTBUTEIIFHOM IMOPITUH JIYIEBOTO HEPBA M JBUTATEIHLHOM
MOPIIMKA CPEJAMHHOTO HEpBa) OBUIH MPOBEACHBI y €IIU-
HUYHBIX OOJNBHBIX ¢ HacienctBeHHOH HA. Ilpm sTom
00HapY)KUBAJUCh TIEPUBACKYIISIPHAS BOCIAIUTEIbHAS
MOHOHYKJICapHas KJIeTOuHass UHPUIBTPALUs, TOPaKe-
HHUE CTEHOK MHUKPOCOCYIOB SMHUHEBPUS, AKCOHAJIbHAS
nereHepands HepBoB. CrerneHb MOP(OJOTHYSCKHUX
M3MEHEHHI COOTBETCTBOBAaJa TIKECTU KIMHUYECKUX
nposiBiieHui 0ojie3Hn. Hanuuune BocmanuTeIbHOW HMH-
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(UIBTpaNny B IUCTATBHBIX HEPBAX CBUJICTEIBCTBYET O
MYyJIBTH(OKAIEHOM TOPaXEHHUH, PACIPOCTPaHSIONIEM-
s 3a MpeJeNsl TUIeUueBoro cruieteHus [7, 9]. B npyrom
WCCIIEIOBAHUU OIMCAaHBI MOP(OIIOTHUECKUE H3MEHe-
HUS Tpu OUOTICUM UKPOHOXKHOTO HEPBa, MPU KOTOPO
TaKke OBUIM BBISBICHBI TOPAKEHHE MUKPOCOCY/IOB B
nepuHeBpHuH, HO 0e3 GUOPHHOMIHOTO HEKPO3a M BOC-
najJuTelbHas KIETOYHas WH(UIbTpaNus, YTO CBUJE-
TEJIBCTBYET O OoJjiee paclpOCTPaHEHHOM MOPaKEHUU
riepudepruIecKuX HepBOB y manueHTos [10].
[MonyueHnHsle MOp(HOIOTHYECKUE N3MEHEHHSI AAIOT
OCHOBaHHS OOCYXIaTh HapsIy C HACJEICTBEHHBIM U
AyTOMMMYHHBIH ~ TaTO(U3HONIOTHYECKUNA  MEXaHH3M
HacienctseHHo HA. Ha 3T0 Takke yka3bIBalOT Mpo-
BoIUpytole (hakTopsl 3adoneBanus (OEPEeMEHHOCTD,
POIBI, XUPYPTHUECKHE MaHUMYISINN, WHHEKIINN),
a TakKe MOJOXHUTEIbHBIH d(p(deKkT Ha oHEe MMMYHO-
CYIIPECCUBHOMN Tepanuu. AyTOUMMYHHBIM MeXaHWU3M
3a00neBaHMsl KOCBEHHO IOATBEPKIACTCS M MYJBTH-
(hokampHBIM MTOPaKEHNEM TUIEYEBIX CIUIETCHHUH U pa3-
JUYHBIX HEPBOB, YBEIWYCHUEM CUTHAla OT CTBOJIOB
IJICYEBOTO CTUIETEHUS U MBI B T2-pexxume pu mpo-
BeaeHun MPT-uccnenoBanus IieyeBOro CIUIJIETEHUS,
ACUMMETPUYHOCTHIO TIOPAXKEHHS TTPH OJHOBPEMEHHOM
BOBJICUYCHUU OOOMX IIJICUCBBIX CILICTCHHH [6, 7].
Jucmopduueckne MpU3HAKK YKa3bIBAIOT HAa BPOXK-
JOeHHBIH nedekT coenuHuTeNbHOW TKaHu. len 17q25
Ha 17-if XpoMOCOMe OTBEYAET TAK)KE 32 CHHTE3 COCIH-
HUTEIIHOW TKaHU (BBIPa0OTKa MPOIUH-4-THAPOCHIIA3EI
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B-monunenTtuaa), peryyisiuio MUTOKMHOB U UHTUOUPO-
BaHUE METAJUIONPOTENHKHNHA3. MI3BECTHO, YTO MeTaJlIO-
MPOTEMHKUHA3a BOBIICKACTCS B IMATOTEHE3 MIPH DKCIICPU-
MEHTAJIBHBIX 2y TONMMYHHBIX HEBPUTAX U Ha )KUBOTHBIX
MOJIENIIX YEeJOBEYECKUX HMMYHOOOYCJIOBJICHHBIX He-
Bponaruii [3]. Monenu HacienctBeHHo HA Ha KUBOT-
HBIX B HACTOSIIEE BpeMs HE pa3pabOTaHbI.

Jleuenue wHacnenactBenHodr HA HampaBieHo Ha
aZieKBaTHYI0 00€300/IMBAIONIYI0 TEPANUI0 B OCTPHIN
nepuoa. B nmampHedmem ciemyeT Ha3Ha4yaTh Jeded-
HYI0 THMHAcTHKY, Qu3norepanuio. B omyOiankoBaH-
HBIX CITydasiX MPOBOINIIOCH JICUEHUE METHIITIPEIHU30-
noHoM B g03e 1000 Mr BHYTpHBEHHO, YTO MPUBOAMIIO
K BBEIpOKCHHOMY perpeccy OomeBoro cuHmapoma |[7].
[Ipu Ha3HAYCHUH TPEHU30JIOHA per 0S B 103¢ | MT/KT
B TeueHHe | Mec 3HaYMMBIX N3MEHEHUI He HaOrona-
Jock [5].

Hacnencreennas HA umeer Gomnee Tsxenoe Tede-
HHUE W XYyJIINH TPOTHO3 B OTHOIICHUHM BOCCTaHOBIIC-
HUS QYHKIWNA B CPAaBHEHHH C MAMOMATHYECKOW Qop-
MOH. B OONBIIMHCTBE ClTy4aeB MOCTEICHHBINA Perpecc
JIBUTATEJbHBIX W YyBCTBHUTCJIBHBIX HApYyIICHUN Ha-
yuHaeTcs 4yepe3 2—4 Hen u Hawbosee OBICTPO MPO-
TeKaeT B mepBble 6 Mec. Y % ManMeHTOB CIycTd 2
rojia IBUTATeJIbHbIC U YYBCTBUTEIbHBIE PACCTPONCTBA
perpeccupyioT MOJTHOCTHIO, @ Y OCTAJbHBIX MPOJOJI-
JKaeTcsl BoccTaHOBIeHNE GyHKIUH. OCTaTOYHBIE SIB-
JIeHU Yallle 0TMEYaroTCs y MalHeHTOB ¢ MOPakKeHHEM
HIDKHEW YacTH TUIEYEBOTO CILICTCHHS, YTO U HaOII0-
Jlaioch y Hame 60JbHOM.

B 2000 r. npenjoxeHbl TUArHOCTUYECKUE KpUTE-
puu HacnencTBeHHOM HA, koTopbie BKITIOUaloT 00s3a-
TeJbHBIC NMPU3HAKHN WM MPU3HAKHU, HE MPOTHBOPEYAIINE
nuarsosy (ta6:i. 3) [4].

Kpurtepnu, nckimovaromniye 1uarfo3 HaciaeJICTBEHHOM
HA: 1) nmanuume renepain30BaHHON MOJUHEBPOMIATHH;
2) MeUIeHHOE TMPOTPECCHPOBAHME JBHUTATENFHBIX pac-
CTpOMCTB B TeueHHe 3 Mec u Oonee; 3) anekrpoduzno-
JIOTMYECKNE TPU3HAKN TEeHEPAITN30BAHHOW TIOJIMHEBPO-
natuu;, 4) Hanuuue neneruu rera PMP22 wnin myrtanus
xpomocombl 17pll.2, yTO sBIIAETCS OCHOBOW MOJIEKY-
JSIPHOW JMArHOCTUKU HACJICJICTBEHHOH HEBPOIIATUU CO
CKJIOHHOCTBIO K TTapajindaM OT CIaBJcHHS [4].

AHanu3 KIMHUYECKON KapTUHBI PELUIUBUPYIOLICH
MJICYCBOM IIEKCOMATUH Y TPEICTABICHHOM MaIMeHT-
KU TIO3BOJISIET BBIACIUTH CIEAYIONHE OCOOSHHOCTH:
1) neGrot 3a00JeBaHUs B 3peJIOM BO3pacte 0e3 mpoBo-
UPYIOIUX (PaKTOPOB; 2) MOSBICHHE MOBTOPHBIX 000-
CTpEHHI Yepe3 pa3TuIHbIe BpeMEHHBIE OTPE3KH; 3) Bce
MPUCTYIIBI HAYUHAIIUCH CO CTEPEOTHITHBIX 00JIeH, HO C
Ppa3IMYIHON MTPOIOJDKUTEIIBHOCTRIO U TSIKECTHIO; 4) BCe
MIPUCTYTIBI OBUTA TPOJIOHTUPOBAHHBIMH H MTPOSBIISITUCH
MOTOPHBIMH, CCHCOPHBIMU U BEr€TaTUBHBIMH HapyIlle-
HUSMH; 5) TOBTOPHOE BOBJICUCHHE BEPXHHUX CTBOJIOB,
HO pPa3iIUYHBIX MYYKOB W HEPBOB OOOMX ILICYEBBIX
cruieTeHui (0oJiee BIPAXKEHO CIICBA).

IlpoBenenne reHetruyeckoro aHanusa B Poccuu B
HACTOsIIIIEe BpEeMs HE MPEICTABISETCS BO3MOXKHBIM,
MO3TOMY MBI paclieHHBaeM 3a0oJeBaHME HAIleW Maiu-
EHTKHU KaK BEpOsITHYIO HacieacTBeHHyo HA mieyeBoro
nosica. Cietyer OTMETUTh, YTO B HEKOTOPBIX CEMbSIX C

KJIACCUYECKUM TEUCHHEM HacjencTBeHHON HA, a Takxke
B CIy4yasX ¢ XPOHHYECKHUM BOJHOOOPAa3HBIM TEUEHHUEM
3a00JeBaHMs TaTOJIOTHUECKUH TeH He ObUT OOHApPYIKEH.
[TosTOoMy B HacTosiiee Bpemst HacieacTBeHHas HA cau-
TaeTCsl KIMHMYECKA TOMOTCHHBIM, HO TEHETUYECKHU Te-
TepOTeHHBIM 3a0oseBanueM [3, 11].

Hekotopslie aBTOpsI npeanonaratot, uto HA He sBis-
€TCs1 HO30JIOrMYECKON (DOPMOMA, a COCTOUT U3 4 pa3aud-
HBIX KJIMHUYECKUX CHHIPOMOB C 0C000# 3THONOTHEH,
MaTOT€HE30M, C MOPAKEHWEM COOTBETCTBYIOIINX OT/IE-
JIOB TICYEBOTO CIUIeTeHHs, TpeOyromux nuddepeHnn-
anpHoro JieueHus [12]. [TogoOHast Touka 3peHwus, 1Mo Ha-
[eMy MHEHHIO, He UMeeT YOeIUTEIbHBIX JI0Ka3aTeILCTB
Y HE COOTBETCTBYET JaHHBIM JIUTEeparypsl [4, 6, 12].

PeunpuBupyromass HA rneueBoro mnosica mnpen-
cTaBnsieT co0o0il TeTepoTreHHYIO TPYIIy 3a00JIeBaHMH,
BKITFOYAOIINX B ce0sl KaK MIMOMAaTHYECKYIO, TaK M Ha-
CIIeICTBEHHYIO (opMBl. Hanmnume yacThiX peryIvBOB,
MTOJIOKUTEITBHEIA CEMEHHBIM aHaMHe3, HaJIMdue JHC-
MOPQHUUECKUX YepT MO3BOJSIOT 3aroJ03pUTh HACIE/-
ctBeHHYI0 (hopmy HA M COOTBETCTBEHHO OIpPENENUTh
TEUeHHEe M MPOTHO3 3a00JieBaHusl, a TaKKe Hpeaynpe-
JIUTH TTallMeHTa 0 PaKTOpax, MPOBOIMPYIOIINX aTaKH.
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