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Hespaneauyeckas amuompocgpusi (HA) — uduonamuyeckas rnnedesas rnieKconamusi ¢ ocCmpbiM Ha4arom 8 chopme 60/1e8020 CUH-
Opoma 8 obnacmu nneya u Haodmneybsi, Mo CMUXaHU KOMopoe2o pa3gusaemcsi napes u ampoghusi Moy, rrie4yeso2o rnosica. Yepe3s
HeCKO/bKO Hedeslb/Mecsue8 cuMnmoMbl MOIHOCMbIO peepeccupytom. Cywiecmayem HacriedcmeeHHasi HA, ebidsaHHast Oyrnnukayued
2eHa SEPT9 (17q25.2-g25.3). B namozeHe3e HA npeobnadaem akcOHasibHOE MopaxeHUe Hep8HbIX 80/I0KOH C rpucoeduHeHUem
8MOPUYHBIX OUUMMYHHbIX poyeccos. JledeHue cuMnmoMamuy4yecKoe C NpUMeHeHUeM aHanbeemukos 8 ocmpol ¢pase. [NpoeHo3 3a-
bonesaHusi briaconpusimHbIU.

KnioueBble cnoBa: Hegparnaudeckass amuompochusi, uduonamuyeckasi rniedyesasl riekconamusi, 3muosioaus, namoaeHe3, oua-
2HOCMUuKa, neqeHue.
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Neuralgic amyotrophy of shoulder girdle

Neuralgic amyotrophy (NA) — idiopathic brachial plexopathy with acute onset in the form of pain in the shoulder and upper arm, on
which subsided develops paresis and atrophy of the muscles of the shoulder girdle. After a few weeks / months the symptoms comp-
letely regressed. There is a hereditary AT caused by gene duplication SEPT9 (17q25.2-q25.3). In the pathogenesis of the predominant
axonal damage nerve fibers attach disimmune secondary processes. Treatment is symptomatic with the use of analgesics in the acute
phase. Prognosis is favorable.

Key words: neuralgic amyotrophy, idiopathic brachial plexopathy, etiology, pathogenesis, diagnostics, treatment.

MNepBoe ynoMUHaHue 0 HeBpasrmMyeckon
amuoTtpodumm (HA) nneyeBoro nosica, BEPOSATHO,
npuHaanexmnt ®anHbepry (Feinberg), koTopbii B
1897 r. onucan cnyydah 3aboneBaHus y OAHOro
nauymeHTa noj Ha3BaHMEM <«KOPELIKOBbIA HEBPUT
nne4yesBoro cnneteHma» [1]. B 1948 r. aHrnuiickue
BOEHHble Bpayn Mopuc [xoH T[lepcoHenax u
OxoH AnapeH TéEpHep npuBenu Kaaccmyeckoe
onvcaHue CMHAPOMA U BbIAENUAN €ro B OTAEJIbHYIO
Ho3onorm4veckyto dopmy. C y4éTOM TOro, YTO TOUHYIO
noKanusauuio nopa)KeHus yCTaHOBUTb He yaasnoch,
aBTOpbl  MOCYUTANM  HEKOPPEKTHbIMU  MpexHue
Ha3BaHMA, B KOTOpbIX uUrypmpoBanum Te UM UHble
aHaToMnyeckme ob6pasoBaHunsa (HEBpPWUT, MIEKCUT,
pPaAvKYNUT) W MPensioxXuam 4YUCTO onucaTefbHblt
TEPMUH HeBpanrudyeckas amuoTtpodusa (HA),
oTpaxawwmnin  Hambonee  TUMUYHbIE  CUMMOTOMbI
3abonesaHusa (BblpaXeHHbIn 60N1€BON CUHAPOM W
rpybas aTtpodus MbllWL) B MX XPOHOOrMYECKOM
rnocnenoBaTeNbHOCTHU [2]. AnbTepHaTUBHOE

COBpeMeHHoe Ha3BaHue HeBpasirmMyeckomn
ammoTpodumn mavonartnyeckas nneyesas
nnekconaTtusa. U3anoHnmoB Hanbonee pacnpocTpaHéH
TEPMUH «CUHAPOM MepcoHengxa-TepHepa»,
npeasioxeHHbin 1.]J. Ducros B 1958 r. B 3apy6exHoii
nuTepaType B KayecTBe peAKuX 3noHnMoB HA Takxe
ynoMmuHatT cnHapom ®PanHbepra (Feinberg nepsbin
onucan HA), cuHapom TuHHens n cmHapom Kunoxa-
HesunHa (L.G. Kiloh n S. Nevin B 1952 r. onucanu
BapuaHT HA c nopaxeHuem nepegHero MexXKoCTHOro
HepBa npeanfeybsi, B OTEYECTBEHHON NnuTepaTtype
OAHHbIN 3MOHUM O06bIYHO MPUMEHSIOT K TYHHENIbHOMN
HeBpoMnaTUKM AaHHOro HepBa).

AnuaemMmuonorusa. [lJoCToOBEPHbIX IAHHbIX O YacToTe
HA HeT, 4TO 06YCNOBIEHO OTCYTCTBUEM YETKUX
OVArHOCTUYECKMX KpUTEpUEB U  HO30/10MTMYECKOMN
HeonpeaenéHHOCTblD CUHAPOMA; OPUEHTUPOBOYHO
3aboneBaeMocCTb cocTtaBnsieT 1-2 cnyyas Ha 100 000
HaceneHus. Cnydaun 3aboneBaHnsa 3apermcTpMpoBaHbl
cpean npakTUMYeckKum BCex BO3pacTHbiX rpynn (OT
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3 MecsueB Ao 85 neT), oAHAKO MPEUMYLLECTBEHHO
6onetoT nmMua 3penoro BospacTta (CpeaHW BO3pacT
3aboneswnx — 52,6 roga). Y peten HA, paBHO
KaK W KOMMPECCUOHHble HeBponaTuK Mae4yeBoro
nosica, HabnaatT peako. COOTHOLWEHNE MYXUYUHbI-
KEeHLWMHbl cpean 3aboneBwuMx cocTaBnsieT, Mo
pasHbiM AaHHbIM, OoT 2:1 go 11,5:1 [3].

3Tnonorma M nartoreHes. [lo HacTosiwero
BpeMeHn 3Ttuonorma HA no-npexHeMy ocTaértcs
npegMeToM aAuckyccuin. bonee Toro, pacwupeHue
HO30/IOFMYECKNX  paMOK  CWUHAPOMA, OnucaHue
MHOXeCTBa HETUMMYHbLIX (POPM M accoumaumii c TemMu
WAN MHbIMW 3aboneBaHUsIMM MM NATONOMMYECKUMMU
COCTOSIHUAMM ewé bonee 3aTpyAHST 3TUOSIOMMYECKYHO
MHTepnpeTtaunto HA. B nuTepaTtype B Ka4yecTBe
3TMoNornyecknx akTopoB 4valle BCEro ykKasblBatkoT
Ha nHdekumnmn, meTabonmyeckne HapyLeHns, TpaBMbl,
ayTOMMMYHHbIE W  anfepruyeckme HapylleHus;
€CTeCTBEHHO, OTAeNbHOro 06CyXAaeHuns 3acnyxmBaeTt
npobnema HacneacTtBeHHoW HA.

UHdekunn. lMpeanonoxeHve o6 MHMOEKLMOHHOMN
3TMOJIONTNUMN OCHOBbIBAETCHA Ha TOM, YTO B HEKOTOPbIX

HabnwaeHnax passutuio 3aboneBaHuw B 15-
25% cny4daes npeawecTsosanm pasnuyHble
MH@EKLNOHHbIE 3abonesanus, yalle BCEro
BMPYCHOW 3Tuonormu. BeposATHO, 4Yawe Bcero
HA pa3BuBaeTcs nocne MHMEKUUA, BbI3biIBAEMbIX
repneceBupycamu. Tak onucaHbl cnyyam

3abonesaHus nocne MHOEKLMOHHONO MOHOHYK1€03a,
LMTOMEranoBMPYCHOMW M NapBOBUPYCHOW WHMEKUNNI
[4]. B nocnegHee BpeMs MOSIBUIMCb COO6OLLEHMS O
BO3MOXHOCTWM Pa3BUTUS CMHAPOMA, HaNOMMHAKOLEro
HA, n npn BUY-mHdbekumn, vawe Bcero B cragmu
cepokoHBepcun [5]. Takxe HA MOXeT pa3BuUTbCS
n npu 6akTepuanbHbiX MHMEKUUAX — NEepCUHeOo3e,
nentocnupose, Nanm-6oppennose, FHOMHbIX
npoueccax (Npu nponexHe; WenHOM nuMdbageHnTe).
TeM He MeHee, WHdeKUMOHHasa 3Tuonorna HA
MMeeT Maslo JoKasaTesnbCTB. Bo-nepBblX, YETKOMN
accoumauumn mMexay Tor unm nHom uHdpekuymen n HA
[0 HacToAWero BPEMEHW BbIABUTb He yAanocb —
BCe OMWCaHHble Ccay4Yanm eauHudHble (MHade
roBOpsl, HeNnb3si WUCKAKUYUTb Cly4valiHOe co4yeTaHue
AByX 3abonesaHuin). Bo-BTOpbIX, MHOrMe cnydam
«NHDEKUMOHHON HA» MO KNMHNYECKUM NPOSIBIEHNAM
3aMeTHO OT/INYaKTCA OT TUMMYHOM CUMMATOMaTUKWU.

TakoBbl, Hanpumep, cnyyam P. Monteyne wn pap.
(1994) — 6Oppenuro3HbIi NoNMpaauKynoOHEBPUT
C nMpeuMyLeCTBEHHbIM TMOpPaXeHWeM Mne4yeBoro

cnneteHuns, M. Nangaku un ap. (1990) — xpoHunyeckas
naeyeBas nNaekconaTus C BblpaXXeHHbIMU U CTOMKUMMU
HapyLWweHUsIMN YyBCTBUTENbHOCTM, aCcCCOLMMPOBaHHas
C BbICOKMMW TUTPOM aHTuTen k Borrelia burgdorferi
[6].

MeTtabonunyeckne HapylweHUss U TOKCUYECKue
cdakTopbl. O BO3MOXHOM 3TUONOMMYECKON POSN
anuMMeHTapHbix dakTopoB coobwwmn P.N. Chhuttani
(1953). ABTOp WNCKKYNTENBHO noapo6bHo
onucan AoBOMbHO  6ONblyk Cepuo  Cry4vaes
«CMHApOMa MJe4yeBOro nosica» cpean 6GpuTaHCKUX

BOEHHocnyxawunx B WpaHe wn MWpake. Cpeau
3aboneBwnx npeobnaganu numua, nNo TeM WU
MHbIM MNpUYMHAM ANUTENbHO HaxoAMBLUMECS Ha

BereTapuaHckom guete, npu4yém 3abonesaHmne 4acrto
coyeTanocb C ApPYrMMW MNpuU3HaKamMu BUTAMUHHOMN
HEeLOCTAaTOYHOCTH — MUoKapauoancTpoduen,
nonvHeBponatMern wn np. Ha oOCHOBaHUM 3TUX
dakToB, a Takxe sKobbl Xxopowero 3¢dekTa oOT
NpUMEHeHUss TMaMUHa, aBTOp caenan 3akstyeHue,
UYTO «KCMHAPOM MJIevyeBoro nodca» MOXeT 6bITb OOHUM
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MPAKTUHECKAA MEOULIMHA w

M3 NPOSIB/IEHNI HEAO0CTAaTOYHOCTU BUTAMUHOB FPYMMnbl
B (npexpae BCcero TMaMmHa, T.e. aTUNUYHOWN HOpMOM
6onesHn 6Gepu-bepn) [7]. OpHako Kakux-nmbo
MoOATBEPXAEHUN AAHHOW KOHLENUUW B AasibHENLWEM
nony4YeHo He 6bl10, U HU B OAHOM W3 U3BECTHbIX
HaM NUTepaTypHbIX MCTOYHUKOB He yKa3biBaeTCs Ha
cBa3b Mexay HA n HeaoCTaTOYHOCTbIO BUTAMWUHOB.
Mano pokasaTefnbCTB MMEET M TOKCMYecKas Teopus
pa3BuTusa HA, XOTS M ONuMCaHbl eAMHUYHbIEe Cly4awu
nopa)eHus naeyeBoro CrnjeTeHns, Kak OCA0XHeHNS
neyenHus NEHULMIINHOM, nocne BBELEHUS
PEHTreHOKOHTPACTHbIX CPeACTB, CTPenTOKWHAa3sbl W
y HapKOMaHOB, BBOAMBLUMX FEPOUH BHYTPUBEHHO.
Cnyyan amumoTpodmun nneyesoro nosica y 60nbHbIX
caxapHbiM aunabetoMm, BepoATHO, 06ycnoBneHbl
npokcumanbHon amnabeTnyeckon HeBponaTmeln, a He
HA [8].

TpaBMbl U ATPOreHHbIe NopaxeHusa. Hanbonee
oyeBMAHa PpoONb TpaBMaTMyeCckux @akTopoB B
3TMOAOTUM  U30/MPOBaAHHOW  HeBponaTtum  AlH.
CuHapoM kpbinoBuaHown nonatku (CKJ1) Bcneacteue
nopaxeHus AOJMHHOrO rpyaHoro Hepea (AMH) —
[OBOJZIbHO 4YacTas CnopTuBHasa TpaBMma. [lopaxxeHune
BO3MOXHO KaK BCNeACTBME MpPsSAMOro BO34ENCTBUSA
Ha HepB, Tak W B pe3ynbTate ero TpakKLMOHHOWN
TpaBMbl (Ype3MepHOe OTBeAEHME pYyKM, Aenpeccus
naeyeBoro nosca nNpuv JAaBfieHMW Ha HaAanjaedybs
nnn TAre 3a pyku). loBpexaeHus nepsoro poja

OTHOCUTENIbHO  peaKM U BO3HMKAKT  [NaBHbIM
o6pa3oM y /ML, 3aHUMAOLWMXCA KOHTAKTHbIMM
BMAaMM crnopTa. HaMmHoro uJawe HabnwaatoT

nopaxeHuna [AIH BcneacrtsmMe ero  pacTaXeHus.
Takon MexaHW3M TpaBMbl BO3MOXEH MPU 3aHATUAX
TEHHWUCOM, Bonenbosiom, TAXKENON  aTIETUKON,
rpebnen, xoabbo Ha nbikax. TpakuMOHHas TpaBMa
OrH vnn ero cpasneHne (Npu AaBfieHUN TAXKENOro
rpysa Ha Haanneudbs) Takxe obycnosnusatoT CKJI
Yy nd, 3aHMMaWKXCa  TAXKENbIM  PU3NYECcKUM
TpyaoMm. Hanpumep, onucaHbl napanuyu MN3M Kak
npodgeccrnoHanbHoe 3abonesBaHne y yepHopabouux,
paboTHMKOB ckoTob6orHU 1 np. Mape3 MN3M Hepeako
6biBaeT ATPOreHHbIM  BCAeACTBME  MHBAa3MBHbIX
npoueayp B obnactm npoxoxaerHusa ArH. MopaxeHne
O’H  — TunnMyHoe OCNOoXHEeHUEe MaCTIKTOMUU C
ncceyeHnem MOAMbILLEYHbIX nmMmdaTnyeckmnx
y3noB (Habnwgawt B 30% cnydaes). MoyTn CcTONb
K€ 4acTo pJaHHOe OC/IOXHEeHMe pa3BuMBaeTCs
nocsie KapANOXMPYpruyeckux onepauuii, MNpuUYéM
npeaoTBpaTUTb ero AOCTaToO4HO npobneMaTuyHO.

TpaBMaTM3aumsa HepBa TakKXe BO3MOXHa Mnpu
pesekumn 1 pebpa, nnacTUYECKUX onepaumnsax
Ha MOJIOYHON IKenese, OMepaTUBHOM JI€YEHUN

nHeBMoTOopakaca, 6nokage nne4yeBOro CrnjieTeHuUs.
Kpome Toro, Hepeako HesponaTtusa OIMH pa3suBaeTtcs
rnocne MaHyanbHbIX MaHUNYSAUMA Ha LUENHOM OTAeNe
no3BoHoO4YHMKaA [9].

Takum o6pa3oM, O4YEBMAHO, YTO TpaBMaTUUYECKUN
daKTop urpaetr BaXHYyK ponb B M30JUPOBAHHbIX
nopaxeHuax AMH, HaMHOro cro)XHee BOMNPOC O ero
cBsA3n ¢ HA. 3aboneBaHunio 4EeNCTBUTENBHO AOBOJIbHO
4acTo MpPeaLWecTBYT MeNKUe NoKanbHble TpaBMbl,
OAHaKO YETKOM accoumaunm BbISBUTb He y[anochb.
HepewéHHbIM OoCTaéTcsa M BOMPOC O B3aMMOCBA3MU
HA c 4aTporeHHbiMW dakTopaMu, B YACTHOCTU C
XUpypruyeckumm BMelaTenbCcTBamMmu. Mexay TewM,
AaHHas npobnema noMMMO €€ NpakTM4ecKoro
3HA4YeHUs, BECbMa BaxXHa U C LOPUANYECKON TOUKM
3peHus. ObuensBecTtHo, 4To HA MHOraa pasBmMBaeTCs
nocsie pasfMyHbIX ONepaTUBHbIX BMeLlaTebCTB, KakK
B obnactu nneyesoro nosca (6nokaga nne4yeBoro
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cnaeTteHns), Tak M oTAanéHHbiIXx (abooMuHanbHbIe
M Kapauoxupypruyeckme onepaumm wun T.4.). C
OpYrou CTOpOHbI, KAWHWYeckn HA KapAuHanNbHO
OT/IMYAETCA OT MOpaXXeHwih MnJe4yeBoro CcrnjaeTeHus,
06yCnoBfieHHbIX €ro pacTsaXeHueM BCleacTBue
BbIHYXJEHHOIro MNOJ0XeHUsa naumeHTa. Kpome TOrO,
HA, kKak npaBnno, pa3BMBaeTCsa Yepe3 HECKOIbKO AHeMN
nnn 1-2 Hepenu nocne onepaunm (UCKIKOYNTENBHO
peaKo — uyepe3 HeCKOJIbKO 4YacoB). Mcxoas U3 aTtoro
60NbLWMHCTBO @aBTOPOB cuMTatoT, UTO HA He ABnseTcs
ATPOreHHbIM OC/oXHeHnem [10].

HacnepcrBeHHass HeBpaJsirmyeckassi aMumoTpo-
chua. CemenHble crydyam noOpaxeHus MNaevyeBoro
CnaeTeHns W3BEeCTHbl AaBHO. Tak, ewé B 1886 .
J. Dreschfeld onucan gaByx cubcoB, cTpagaBLUInX
peunavBupytoLen 6o51e3HEHHON amuoTpodumen
MbILWL, NJle4eBOro nosica. TeM He MeHee, AeTasibHOe
n3yyeHme Havanocb ¢ 1960 r., korga R.A. Taylor
onuvcan cCemMblto, B KOTOPOM B 5 MOKOEHUSIX OTMeYanunch
peuvavBupyroWne 3N1M304bl MOPaxXeHUsa MnaevyeBoro
cnneTeHusi, N0 CMMNTOMaTuUKe HeoTaM4YuMble OoT HA.
HacneposaHne  6bi/10  @yTOCOMHO-AOMWHAHTHbIM.
Bckope Jacob J.C. ¢ coasTopamum onucanun ewé
2 ceMmelicTBa C aHanornyHolM 3aboneeaHvem u
obpatuinm  BHMMaHMe Ha Hanauume y 60SbHbIX
OTAENbHbIX ANCMOPPUYECKNX NPU3HAKOB.

MoHavany Takune cnydam pacueHnBanu
Kak 04HO n3 nposiBAEHUN TOMaKynsipHOM
HeBponatTunM  (HacneACTBEHHOM  HesBponatum  C
npeapacnosioXXeHHOCTbIO KNapannyamoTcaAaBAeHNS).
TomakynsipHas HeBponaTus — OTHOCUTE/IbHO XOpPOLUIO
M3y4YeHHOe ayTOCOMHO-AOMMHaHTHoe 3abonesaHue,

KMHUYECKN MNpOoABASOWEEcs peunanBupyoLmMmm
3NM304aMW  TYHHeNbHbIX HeBponaTuin (CMHAPOM
3ansaCcTHOro kKaHana, ManobepuoBas HeBponaTus

n np.). Mo AaaHHbIM DMl KOHCTATUPYT CHUXEHUe
CKOpOCTM MpoBeAeHMs MO BCeM ABUraTellbHbIM U
YyBCTBMUTENbHbIM  HepBaM. [laTomopdonornyeckmu
3aboneBaHue XapaKkTtepusyeTcs cerMeHTapHoMm
AeMunennHusaunen, BcneacTsme 4yero npm CBeTOBOM
MUKPOCKOMNU 6uonTaTtoB nepudepunyecknx
HepBOB 0OHapyXMBalT O4YeHb CBoeobpasHyto
KapTUHY: TMYy4YKM HEPBHbIX BOJIOKOH HamnoOMWHaKT
CBA3KYy cocucok (naTt. tomacula — cocucka).
YctaHoBneHo, 4Tto 3aboneBaHne 06ycnoBneHO
peneumen nokyca 17pl1.2-12, copepxkallero re
6enka nepudepunyeckoro muenumHa PMP22 (ero
HeAOoCTaTOYHas 3KCNpPeccus NposaBASETCS CHUXEHHOM
KOHLUEHTpaunen wmatpuyHon PHK un 6enkoB B
6buonTtatax nepudepnyecknx HepsBoB). WHTepecHo
OTMETUTb, 4YTO To4yeyHas MyTauumss B reHe PMP22
nnbo TaHAEeMHas AynavkKaumsa permoHa ¢ 3TUM FreHOM
obycnosnuBaer oaHy wu3 dopm 6onesHum Lapko-
Mapu (tun 1A). WNHauye roBops, HacneacTBeHHas
HeBponaTmsa C NpeApacnoIoXKEHHOCTbIO K Napanmyam
OT caasnieHns n b6onesHb Wapko-Mapu Tvna 1A —
peuMnpoKkHble CUHAPOMbI  AynavkKauuu/peneumu,
06ycnoBsieHHble HernpaBW/IbHbIM KPOCCMHIOBEPOM BO
BpeMs Melno3a 3apoAbleBblX kneTok [11].
N3BecTHO MHOXEeCTBO cnydaes, Korga
€AWNHCTBEHHbIM  (MEHOTUMUYECKMM  MpPOsiBIEHUEM
TOMaKynspHoOM HeBponaTuun bbina peunManeupyloLas
naeyesasl njekconatMs WUAM Aaxe W30JMpOBaHHOe
nopaxeHne [AIH. TeM He MeHee, K/INHUYECKU
rnopa)eHue rnJjeyeBoro CrjieTeHNs Npyv TOMaKysipHOM
HeBponaTuK npoTekaeT WHadve, 4yeM npu HHA:
napannym 6e3bonesHeHHble W B OOJSbLWIKMHCTBE
Cllyyaes BO3HMKAIOT NOC/IE€ CHa, KpOME TOro, 0OTMeYvaroT
reHepannsoBaHHoOe HapylweHue NpoBOANMOCTH
no nepudepunyeckmm HepsaMm. [lpn reHeTM4YeCcKoM

uccnenoBaHUM HU B ogHOM ciydyae HHA He BbigaBuaun
HW geneumun, HU AynanKaumm, HU TOYEYHbIX MyTauui
reHa PMP22. Takumm o6pa3oM, HacneacTBeHHas
HeBponaTusa C NpeApacnofoXEHHOCTbIO K NapanMyam
oT caasnieHna U HHA — KNMHWYECKN U reHeTUYecKu
pa3Hble 3abonesaHus [12].

HHA (OMIM 162100, HEBpPUT C
npeApacnoioXXEHHOCTbIO K MOPaxXeHUo Maevyesoro
cnneTeHns) — ddokanbHaa HeBponaTusa, XapakTe-
pu3yloLWasca peuMamBupyroWMMN 3nmM3odamm nie-
4YeBOl NaeKconaTum, NPOTEKaLWMUMN C BblpaXKEeHHbIM
6oneBbiM cuHApPOMOM, cnabocTbto ©n aTpoduen
MbIlL, @ TakKXe HapylWeHUAMU YyBCTBUTENbHOCTMU.
Tun HacnepoBaHuMss — aAYTOCOMHO-AOMMWMHAHTHbIN,
C BbICOKOM MeHeTPaHTHOCTbIO. KnuHnueckune
nposiBIEHNS HacneACTBEHHOW UM Crnopaauyeckomn
¢dopMm HA npakTuyecku uAEHTUYHbl. [OebioTy
3abonesaHus " ero peuuameam 06bI4HO
npeawecTsyoT Hecrneundunyeckme WHpeKkunmn,
BakUMHauMa unu poabl. NMpuUHUMNUANbHbIE OTANYNS
HHA oT cnopaanyeckon opMbl — peumnanBupytowiee
TeyeHue, MNpeuMyLleCTBEHHOE Hayano B [AEeTCKOM
M MNOAPOCTKOBOM BO3pacTe, a TaKXe coyeTaHue
C MEeJKUMW JNULEBbIMW aHOManuMsMM  pasBUTUSA,
uTO, BEpOSATHO, 0O6YyC/OBNEHO MJIENOTPOMNHOCTbLIO
naToNorn4yecKkoro reHa [13]. OcCHOBHble
ancMmopdguyeckme  nuueBble  npusHakm HHA —
rMnoTeNopuU3M, 3MWUKAHT, Y3KWe T[a3Hble Wenu,
AHTMMOHIONIOUAHbIA  pa3pe3 rna3, acMMMeTpus
nvua, ANMHHAsA nepeHocuua, YTO B COBOKYMHOCTM
CO38aéT O04YeHb CcBOeobpasHy  (OU3MOrHOMUKY
60nbHbIX, KOTOpyl 06pa3HO CpaBHMBAWT C
BblpaXeHWeM sinua Ha KapTuHax AMmeaeo MoamnbsaHM
(Modigliani). TMoMuMO nnMUEBbIX NPU3HAKoOB B
HeKkoTopbIX HabnwaeHnax HHA accouummposanach ¢
CUHAAKTUANEN U HU3KUM pocToM. CrneayeT, BMpoYeM,
OTMETUTb, YTO MHOrga AucMopduyeckue MnpusHakm
OTCYTCTBYIOT  nmbo BblpaXeHbl MUHWUMAbHO.
Mpn HHA TakXxe BO3MOXHO MOpaXXeHWe HepBHOM
cucTeMbl 3a npegenaMm MNNevYeBOro CrJieTeHus,
HarnpuMmep, OMucaHbl cryyau, acCoUMMpPOBaHHbIE C
peunavBupytowen MynabTUPOKaNbHON CEHCOPHOM
HeBponatTmen (KJAMHWYECKM npoTeKkawwen Kak
MUrpupytowas Hesponatmsa BapteHbepra) [14].

M3BecCTHO, yTo crneundunyeckni reH HHA
pacnonaraetca B nokyce 17g24-q25 wu, no Bcen
BMAMMOCTW, KOAMPYET CTPYKTYypbl BHE HEPBHOWN
TKaHn. B KkayecTtBe BO3MOXHbIX MpeTeHAeHTOB
paHee paccMaTpuBanu reHbl cuanun TpaHcdepasbl
(sialyltransferase), ddakTopa cnnancuHra SFRS2
(SFRS2 splicing factor), cduHrosmH kuHasbl 1
(sphingosine kinase 1), TkaHeBoro wuHrubutopa
MeTasiIonpoTenmHas 2 (tissue inhibitor of
metalloproteinase 2) mn uutornobuHa (cytoglobin).
Ho kakmx-nnbo accoummpoBaHHbIX C 3aboneBaHneM
MyTauuen BbISBUTb He y[anoCb, 4YTO YKa3blBaeT,
yto HHA He <cBs3aHa C JdaHHbIMM reHamu. B
HacTosillee BpeMSA B KayecTBe OCHOBHOW MPUYMHbI
pa3sutna HHA paccmaTpuBaeTcs AynaMKauus reda
benka centuHa 9 (SEPT9), nokann3oBaHHOro B
nokyce 17q925.2-gq25.3, npuHuMawwero y4dactume
B o6pasoBaHuMM uuTOoCKesneta, MukpoTpybouek
M aKTMHa, a TakKXe OKa3blBallwero BAMAHWE Ha
LMTOKNHE3 U KJIETOYHY NOAspHOCTb [15].

Annepruyeckme un ayTOMMMYHHbIE€ HapyLUEeHUS.
B nonb3yrmnoresbl 06 ayTOMMMYHHO/anneprmyeckon
npupoabl HA nNpuBOAATCA HECKOJSIbKO [0BOJAOB.
Obpawaetr Ha cebs BHMMaHMe nNoOpasnTesbHOe
cxoAcTBO HA € Tak Ha3blBaeMbIMU «CbIBOPOTOYHbIMU
HeBpUTaMmn», OCNOXHSAKLWMMU CbIBOPOTOYHYO
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6onesHb, anneprmyeckas o6ycnoBieHHOCTb KOTOPOU
He BbI3blBaeT coMHeHun (III Tmn annepruyeckux
peakumii no knaccudukaumn Oxenna-Kymbca).
Tak>Xe n3BecTHbl cny4dyau, korga HA passBuBanacb Ha
doHe annepruyeckmx peakuumin Ha feKapCTBEHHble
npenapatbl 1M60 NPUMEHEHUN MMMYHOMOAYNSATOPOB
(wHTepnenknHa 2, HTepdepoHa) [16]. B HeKOoTOpbIX
HabnaeHnax gebioty HA noutm B 15% cnydaes
npealwecrsoBana BaKUWHaUWNS (cTon6HAYHbBIM
aHATOKCMHOM, MPOTUB BMPYCHOro renatnta B u np.).
MHorpa HA pasBuBaeTca Ha ¢doHe 3aboneBaHuii,
npuv KOTOPbIX AOMWUHUPYIOT WU WUrpatT BaXHYo
pO/lb UMMYHHbIE HapyleHUs — CUCTeMHas KpacHas
BOJIYAHKA, BUCOYHbLIN apTepuuT, 6onesHb PanTtepa,
MH(PEKUNOHHbIN 3HAOKaApAMT. B kpaillHe peakux
cnyyasax HA pasBuBaeTCs Kak napaHeonaacTtuyeckunii
cuHapoMm (npu pake xenyaka, 6onesHn XoaxkeHa)
[17].

Mpwn naTtoMopdonormyeckom nccnenosaHum
HEpBOB MJIEYEBOro CrJIETEHNA B HEKOTOPbIX Cliyvasx
manonaTuyeckon nnaedyeson nnekconatmm u HHA
BbIABASIOT  MY/bTU(MOKANbHYO  MOHOHYKJ/I€apHYH
WHPUIBbTPaLMIO, 4YTO KOCBEHHO YKa3blBaeT Ha
Hanuuune MMMYHOBOCMNAJNUTENbHOIO npouecca.
TeM He MeHee, nNpsaMbIX [A0OKa3aTeNnbCTB PoOau
ayTOMMMYHHbIX ¢akTopoB B natoreHese HA He
nosy4yeHo. BO3MOXHOE WCKIOYEHME CcOoCTaBnseT
nccnenosaHue, rae B KpoBM y 60MbHbIX OCTpOWM
nneyeson nnekconatven obHapyxuBanm AT K
MUeNnuHy nepudepnyecknx HEPBOB W MPOAYKTHI
KOHEYHOM aKTMBaLnM KOMMJEMeHTa, NPMYEM No Mepe
pa3spelweHuns 3abonesaHnsa nx TUTp cHmxanca [18]. B
TO XXe BpeMsl, OMnuMCaHHble UMUK C/ydan KIMHUYECKMU
oTan4anmnce oT HA, B YaCTHOCTM HaNM4YmMeM Npn3HaKoB
aemuvennHunsaunm npm Ml Y vactm 60nbHbIX HA
BbIIBU/IN MOBbILWEHHOE KONM4YecTBO B kpoBu CD3-
nMMAOUNTOB U YBeENMYeHme cooTHoweHns CD4-/
CD8-nuMdpoumTtoB 3a CYET yMeHblleHna CDS8-
cybnonynsumn. Kpome TOro, AmmdoumTbl 60MbHbIX
c¢ HA obnaganu noBbIWEHHON 6/1aCTOreHHOMN
aKTUBHOCTbIO B KYyJ/ibTypax C 3KCTpakTaMu HEPBOB U3
naeyeBoro cniaeTeHusi. XoTsa NpuBoAMMble aBTOpaMu
AaHHble — CepbE&3HbIli 4OBOA B MOJ/Ib3Y ayTOMMMYHHOMN
3Tnosiormm 3abonesBaHusl, HEKOTOpble COMHEHMUS
Bbl3blBae€T AM3allH  uUccriepoBaHumsa  (ManeHbkas
rpynna — 6 6onbHbIX C HA, 1 He BNoJsIHE aeKBaTHas
rpynna KOHTponst — 60JIbHblE C MblWEYHbIMU 601SIMK
B obnactm nneyeBoro nosica) [19]. MonydyeHHble
pesynbTaTbl MOoryT oTpaxartb, Hanpumep,
BTOPUYHYIO ceHcmbunumsauymio  numdbounToB K
aHTMreHaMm nje4yeBOro CrnjeTeHus B pe3yfibTaTe ero
nospexaeHusa. K TomMy xe y yactm 60nbHbiXx ¢ HA
yKa3aHHble N3MeHEeHUs OTCYTCTBOBasMU.

PestoMupysi, noauyepkHEM, UYTO ayTOMMMYHHYIO
3TNONOrnto HA Henb34 cynTaTb BrMoJIHE
yAOB/IETBOPUTENBLHOMN. Passutne HA npu
ayTOMMMYHHOMW W annepruyeckon naToaorum BCE-
Taku HabnwopgalwT  CAWMWKOM  peako, NnoAobHble
cnlyyaun, BEpOATHO, OTpaxatrT C/lydyanHoe coyeTaHue
ABYX OoTAeNbHbIX 3aboneBaHuin. To xe caMmoe MOXHO
cKkasaTb M 0 Mopdosiormyecknx wn nabopaTopHbIX
npusaHakax MMMYHHOro nopaxexnusa [20]. He cTonb
OAHO3HAYeH W BOMPOC O B3aMMOOTHOWeHUM HA un
CbIBOPOTOYHbLIX HeBpuTOB. [lOo BCEl BWAUMOCTH,
cnepyeT cyMTaTh 3TU ABa 3ab60seBaHNSA MAEHTUYHbBIMU
[2]. CbIBOpOTOYHblE HEBPUTbI ObINNM  AOBOJILHO
pacrnpocTpaHéHHbIM ABneHneM 4o LWNPOKOro
BHeAPEHUS B MEAULMHCKYIO NMPaKTUKy aHTUBUOTUKOB
M pasBuMBaAMCb MNocse BBeAeHUs C nedvyebHbiMU
LensaMm pasnnyHbIX CbIBOPOTOK (@HTUCTONGHSAYHOMN,

HEBPOJIOIVS. NCUXUATPUSA

MPAKTUHECKAA MEOULIMHA w

AQHTUMHEBMOKOKKOBOM, AQHTUMEHNHIOKOKKOBOW,
AQHTUANDTEPUIAHON, @HTUCTPENTOKOKKOBOM W Ap.),
a B HacTosAwee Bpems 3aboneBaHue npeacraBnser
NpenMyLLeCTBEHHO WCTOPUYECKUI MHTepec. BaxHo
OTMETUTb, 4TO CbIBOPOTOYHbIA HEBPUT HUKOrAa
He pas3BMBaNACsa KakK eAWHCTBEHHOoe nposBieHue
CbIBOPOTOYHOMW 60M€3HM, a WCKIKYUTENBHO Ha
pOHEe BbIpaXeHHbIX ajNepruyeckmx peakumm —
reHepann3oBaHHOW KpanuBHMUbI M OTEéKa KBUHKe.

Mo3ToMy BMOMIHE OMpaBAaHHOW MpeacTasnaercs
TOYKa 3pEeHMs, 4YTO  CbIBOPOTOYHbIA  HEBPUT
06YC/IOBJIEH HE MPSIMbIM an1€PrMyecKkmMM NopaxxeHNem
HEpPBHOW TKaHW, a pas3BMBAETCA BC/eACTBUE
OTéKA MepUHEBPanbHON COEAMHUTENbHON TKaHu
(«nepuHeBpanbHas KpanuBHUUA»), MNPUBOASLLErO
K HapylWeHuUo KpoBOO6palleHUss B  HEpPBHbIX

cTBONax (MHTEpPECHO OTMETUTb, 4To ewé B 1944 r.
E.A. Weinstein BbiCckazan npeanonoxeHue, 4yto HA
MOXeT O6biTb 06yc/ioBneHa MNOpaXXeHUeM MNUTarLWmnX

HepB COCYAOB, OCHOBbIBasiCb Ha KJMHUYECKOM
CXOACTBE 3abonesaHus C MHOXECTBEHHbIM
MOHOHEBPUTOM TMpU Y3e/KOBOM rMonvapTepuuTe)
[21].

KnuHunueckas kaptuHa. Bo Bcex cny4asx
nepBbin  cMMnToM 3aboneBaHMs —  BHe3arHo

BO3HMKAlOWME O4YeHb CWJbHble Xrydue, Kowowwme
M pacnupatowme 6051, B HEKOTOPbIX C/y4YasiX OHMU
HacTOJIbKO MY4UMUTESIbHbI, YTO TpPebylT Ha3zHavyeHus
HapKOTUYEeCKMX aHanbreTmkos. bBonnM BO3HMKAKOT
BHe3anHo, 6e3 Kakux-nMbo  NpoBOLMPYHOLMX
dakTopoB, 4YacTo B HO4YHOe BpeMs. Jlokanusauus
6onen TUMUYHA: Hagnneybe (nenbTOoBMAHasN
MbilILA, BEPXHWI Kpan TpaneuueBUAHON MbilLbl),
nonatka (HaZoCTHass W MNOAOCTHAas  Mblllbl),
obnactb MeamanbHOro Kpas NoMnaTKW, WHOr4a OHU
MppaaunpyloT B MOAMbIWEYHYIO BRaguHy, LWE WU
nneyo. bonu MoryT ycunmBaTbCs NpU ABUXKEHUAX B
nJe4yeBOM CyCTaBe W Mpu nanbnauuMnm MNOpPaxXEHHbIX
MbILWL, HO HA HUX HE OKa3blBalOT BIUSHUSA ABUXEHNE
B LWENHOM oOTAeNne MO3BOHOYHMKA, Kawenb WU
unxaHue. OcTpble 601M 06bIYHO CTUXalT yepes
HECKOJIbKO 4acoB WM CyTokK (4TO coBmnagaeT no
BpEMEHW C MOsABNEHWEM Nape30B MNOpPaXEHHbIX
MbILLL), PEeXe COXpaHATCcA A0 2 Hed. YMEepeHHO
Bblpa)eHHble 6011 BO3MOXHbI M B pe3nayanbHOM
ctagmu 3aboneBaHnsa, ogHaKo Mo CBOEMY XapakTepy
(Tynble, HOOLWME) OHW OTAMYAKTCSA OT TaKOBbIX B
OCTpOM CTaguMm W MO MPOUCXOXAEHUIO, BEPOSATHO,
aBnaTca  MmodacumanbHbiMU, 06YyCNOBAEHHbIMU
KOMMEHCaTOPHbIM  MepeHanps>XeHNeM COXPaHHbIX
MbILWL, NJe4yeBoro nosca [1, 2].

Mo mepe cTuxaHus 601eBOro CMHAPOMa CTaHOBUTCS
O4YeBUAHbIM BTOpOM KapAVWHanbHbIA  CUMMTOM
3aboneBaHnss — cnaboCTb MbIlL, NJeYeBOro nosca
(puc. 1). ATpodunsa nopaxxE&HHbIX MbIllL, CTAHOBUTCS
3aMeTHOM 4epe3 2 Hegenu. [lape3bl wHoraa
pa3BMBalOTCS B MNepBble 1-2 AHS, HO yawe 4yepes
2-5 cyTok nocne Havana 3aboneBaHunsa, peako —
yepe3s 6onbwni cpok. O6blYHO cnabocTb MblwWL
MaKCcuMManbHa B Hayane 3aboneBaHusi, pexe napes
HapacTaeT B TeyeHume 1-2 pgHen. Yawe u rpybee
BCEro nopaxatTca nepegHsaa 3ybuaTtas, HagoCTHas,
noAoCcTHas U AeNbTOBUAHAS MbilLA, O4HAKO HEPeAKO
HabnoaalT napesbl M APYrUX Mbllil: [ABYr/iaBou
M Tpéxrnaeson nneya, pomM6OBMAHbLIX, MJe4YEeBON,
naeyenyyeBon u np.; GacumKynaumMm B NOpaxXEeHHbIX
MblLLLax HabnopatoT peako. [JByCTOpOHHME
nopaxeHua HabnwogatT peako (NpMbnmM3nTenbHO B
5% cny4yaeB), oHM Bcerga acMuMMmeTpuuHble. Crnegyet
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PucyHok 1.

Tonunueckas Nokanmsaluna ovyara nopaxeHus (0603|-|al-|e|-|o KOJibLIOM HYepHoro I.IBETa) U TUNUYHbIE
KJIMHN4YeCKue npossBJieHns HeBpaﬂrMHECKOﬁ aMMOTpOCI)VIVI njae4yeBoro nosica

Hagnonaroursit Heps

NarepansHsit craon (Cs~Cy)

e
/i

Megnansisih creon (Co-Ti)
;/,,

KpbinosuaHOe NONOXEeHHe NeBOi NONaTKM BLNEACTBHE Napesa
nepefHeit 3yGuaToil MblLuLbl

M. nogocTHan
{noanonaTouHLIA Heps)

M. nepegHas syGuaTan
(ANWHHBIA rPYAHOI HepB)

M. HafocTHas
(HapnonaToYHLIA Heps)

R S g
{:—'/f.r‘-‘!

M. aensToBMAHaA
(nogMBbIeYHLIA HepB)

M. ,u,ay;'rlaaan nneva
(MBILLIEYHO-KOXHBIA HEpB)

M. pomGoBMgHan (QopaanbHLIA
HepB nonaTku)

M. Tpéxrnaean nneva (ny4eson Heps)

OTMEeTUTb, YTO B HEKOTOPbIX cnyyasax HA, kKnnHnyecku
NPOSABASAWMNXCA OAHOCTOPOHHEN CUMMMNTOMATUKON,
Cc nomowbt DMl ynaércs BbISBUTb T€ WAN WHble
naTtosiormyeckme MNpuU3HakKm W Ha  <«340pOBOM»
CTOpoHe [22]. B Bonpoce 0 Koppensumm mexay
nokanusaumen 6onen n napannyen eaquHOro MHeHus
HeT. MpuUHATO cunTaTb, YTO NpuU Mppaauaummn 6onen
B PYKY BMOCNIEeACTBMW, Kak MNpaBwu/io, NopaxarTcs
MbIWLUbl MJeYa M npeanneybs, a ABYCTOPOHHUM
rnopa)keHMsaM MJe4yeBoro CrnjeTeHuUs NpealwecTBYOT
ABYCTOpOHHMe 60nK. Bonpoc o0 naTepanu3aumu
nopa)xeHus Takxe OCTaéTCcs CNopHbIM. TpaaULMOHHO
OOMUHUPYET MHeHue, 4yTo HA uJawe pasBuBaeTcs
cnpaBa, OAHAKO HeKOoTOopble aBTopbl Habntoganu
NpaBOCTOPOHHME U NIEBOCTOPOHHME MOpaxXeHus
C OAMHaAKOBOM YacToToW. He BMosIHE peLlEéHHbIM
OCTaéTca BOMPOC O COOTHOWeHun Mexay HA un
napanunyom pguadparmbl. B nutepaTtype onucaHo
MHOXeCTBO c/iyyaeB coveTaHms HA ¢ O4AHOCTOPOHHUM
M OBYCTOPOHHMM Nape3oM guadparMbl, B TOM yucne
noATBEPXAEHHbLIM Npu IMI. No3ToMy 60MbLIMHCTBO
aBTOPOB CYMTAIOT, YTO MOpaKeHme gmadparmasnbHOro
HepBa — peAKoe, HO BMOJIHE BO3MOXHOE NMposiBeHne
HA. Bonee Toro, N0 MHEHMIO HEKOTOPbLIX aBTOPOB, Npu
OCTPOM pasBuUTUM Napesa avadparmbl y 340p0OBOro B
MPoOYMX OTHOLUEHMSAX MauMeHTa B MepBYyk oyepenb
Heobxoammo wucknwumte HA [23]. U3MeHeHuns co
CTOPOHbI CYXOXWJIbHbIX pednekcoB HabnwgawT
OTHOCUTENbHO peako. lNpu BOBMEYEHMM B npouecc

MbILWL, MJle4a 4YacTo CHMXAKTCA WM BbinajatoT
crnbaTenbHO-N10KTEBOM " KapnopaamuasnbHbli
pednekcol, pexe pasrnbartenbHo-nokTeson [1].
PaccTpoiicTBa 4yBCTBUTENBHOCTU OTCYTCTBYHOT UM
BblpaxeHbl cnabo. Mpu TwaTenbHOM MUCCNeA0BaHUK
yOaéTCa BbIABUTb YYaCTKM KOXHOW rmMnecresumu
(peako — runepecTesuu), Yalle Mo Hapy>XHOM
noBepxHocTM nneda [2]. Bo MHOrMX cry4dasx 3O0HbI
rmnecrtesnm HeornpegenéHHble U He COOTBETCTBYHOT

rpaHMuaM CerMeHTapHoMm wan nepudepuyeckKon
WHHepBauun. B uenom cnegyer cuuTaTtb, 4TO
auccoumaums  Mexay rpybbiMu  ABUraTenbHbIMU

HapyWeHUAMN U MUHUMANbHbIMU YYBCTBUTEIbHbIMU
pacCcTpoOMCTBaMM — TUMUYHBLIA Npu3Hak HA.

Mocne ocTporo nepuoaa Ha4yMHaeTCs NOCTEMNEHHOEe
obpaTHoe pa3BuTMe 3aboneBaHuma wn 4epes 0,5-
2 roga yHKUMM MOPa)KEHHbIX MblWL, B 60nbLlUERn Uan
MEHbLUEN CTerneHn BoOCCTaHaBnMBatTCcsa. KpynHbie
MbilWUbl 06bIYHO BOCCTaHaBnMBawTCA 6bicTpee U B
6onblueM 06bEMe, UeM Menkme. MeaneHHee BCEro 1 B
HauMeHblweM 06bEéMe BOCCTaHaBAMBAOTCA DYHKLUMU
Avadparmbl, onncaHbl Cyvyan COXpaHeHus eé napesa
B TedeHune 30 net. Cnyyam noBTopHOro 3aboneBaHuns
peaokn (MeHee 5%), peumauBbl MOryT BO3HMKaTb
KaK Ha MOpaXEéHHOW, TaK M Ha MPOTMBOMOJIOXKHOM
CTOpOHe. Bo3MoXHble ocroxHeHna HA — aaresnBHbIi
KancysauT MJe4yeBoro cycrtaBa, HeCcTabunbHOCTb U
KOHTPaKTypbl MJIeYeBOro cycraBa, cuMMnaTu4yeckas
auctpodus. Takxe OnuMcaHbl ciayyanm pasBuUTUSA

HEBPOJOIuns. NCUXWATPUA
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napecTeTMyeckon HoTaarum B peanayanbHoM nepumoae
HA, 4To, BeposTHO, CBSA3aHO C KOMMEHCATOPHbIM
nepeHanpsi)xeHmem pa3srmbatenei MNoO3BOHOYHMKA
BC/IeACTBME aHOMasibHOro PacrnofioXeHUs onaTKu.
B uenom nporHo3 npm HA cUMTaAOT OTHOCUTEJIbHO
6naronpusATHbIM (MO CPaBHEHWIO C MNeKconaTusaMu
APYron 3TUONOrMn, 0CobeHHO TpaBMAaTUYECKUMMU):
puck  dopMuMpoBaHMa  pesuayanbHon  cnaboctu
B nopa>€HHbIX MblLWILAX, HapyLwatoLien
TpyAocnocobHOCTb 60/IbHOr0, HE BbICOK [24].

Pestomupys, nogyepkHEM KitoUeBble 0COHEHHOCTHU
TunnyHon HA: 1) 3aboneBaHue HaumHaeTcs OCTpoO,
C OYeHb WMHTEHCUBHbIX 6onen B o06nacTu niedyeBoro
nosica; 2) nocne cTtuxaHuma 6oneBoro cuHApoMma
pa3BMBaeTCAa Mnape3 MbilWl MnJe4yeBoro mnosica ¢
OAHOWN CTOPOHbI; 3) 4YyBCTBUTENbHblE pPacCTpPONCTBa
OTCYTCTBYIOT NMb0 MUHMManbHbl; 4) 3abonesaHue
He peunmauBupyeT, Tocne OCTPOro nepuoaa
cMMnATOMaTMKa NOCTENEHHO perpeccupyer.

K coxaneHuw, K 3TOMY CMHAPOMY C €ro
TUNMYHBIMW  YepTaMW CTaguMW CTanaum OTHOCUTb W
HeTUNu4YHble HabnaeHUs, cMMATOMaTuUKa KOTOPbIX
SIBHO OT/MYanacb OT K/ACCUYECKOro OnucaHus.
Mo mMepe onucaHmMsa BCE HOBbIX M HOBbIX CllyyaeB
nopa)xeHus naeyYeBoro crnjeTeHus, B TON WUAN UHOWN
CTEeNeHW HanNoMUHAKWLWMX K/acCMyYeckoe onucaHue
MepcoHenaxa " TepHepa, HO30J/10rn4ecKkmne
paMKu pgaHHoro cuHapoma BCcE 6Gonee wn 6onee
pacwupsanncb. B pe3synbTaTe, B HacTosiliee BpeMs
HA npeactaBnsieTcs HeonpeaenéHHbIM KINHUYECKUM
CUHAPOMOM C HEACHbIMW HO30/I0MMYECKMMU paMKamm
M OFPOMHbIM KOJIMYECTBOM aTUMUYHbIX (DOPM, TPYAHO
noagfamwmxcs  Kakon-nmbo cucrtematusaumm  wu
Tonbko 15-20% cnyyaeB 3aboneBaHus, 06bIYHO
onucelBaemMoro nog pyb6bpukorn HA, MOXHO cuuTaTtb
TunnMuHbiMn  [25]. CknagbiBaeTcsa BhevaTt/ieHue,
UTO pelallWmnM KputepmeMm ANs OTHECeHUs craydas
K HA 3a4acTylo CTaHOBUTCA He KJIMHMUYecKas
KapTWHa M TeyeHue, a OTCYTCTBME OYEBWUAHOrO
aTnonornyeckoro dakrtopa. MMHaue rosops, HA cTana
yAOOHbIM AMArHOCTMYECKUM peLlleHUeM AN BCex
c/llyyaeB Mopa)keHMs Nae4vyeBoro CrnjeTeHus HesSICHOM
3TmMosormm (4TO, KCTaTK, HaWNO CBOE OTpaxeHue

M B COBPEMEHHOM afibTEPHATMBHOM Ha3BaHUMU
OAHHOTO0 CMHApOMa — <«uauonaTMyeckas njeyesas
naekconaTusi»).

YcnoBHO BCE MHOroob6bpasme HeTUNUYHbIX (HOpM
HA, onucaHHbIX B 1MTepaType, MOXHO pa3fenuTb Ha
3 rpynnbl: BapMauum B cCMMAOTOMaTUKe, NoKanmsaumm
nopaxeHus n TedyeHne 3aboneBaHus.

®opMbl C HETUNUYHOW CUMNTOMATUKOM.
B nepByto ouyepeab B 3Ty rpynny cneayet
OTHeCTH cnydam, npoTtekawLwune co cnabo

BblpaXeHHbIM 60M€eBbIM CUHAPOMOM UNM BoobLlE
6e3 TakoBoro, nmb6o, HaobopoT, CO CTOWKUM U
ANMNTENTbHbIM 6oneBbIM CMHAPOMOM, a TaKXe Co
CTOMKMMW W pacnpoCTPaHEHHbIMU HapyLIEeHUAMMU

YYBCTBUTENbHOCTU. Bosee Toro, onucaHbl GOpMbl
3aboneBaHnsa, MNpoOABNALWMECS  UCKIHOUYUTENBHO
CEHCOpHbIMU paccTponcTsamm (nopaxeHue

naTepasibHOr0 KOXHOro HepBa npeansieybs, KOXHbIX
BETBEN CpeJMHHOr0 HepBa).

®opmbl c HEeTUNUYHOM
nopaxeHusa. B pamkax 3ToM
BblAENNTb HE MeHee 4 noArpynn:

A. PacnpocTpaHéHHoe (ToTasibHOE) Mopa)xeHue
naeyeBoOro CrnJieTeHMs, a TaKXe [ABYCTOPOHHWE
nopaxeHus [9].

b. MpenMyLiecTBeHHOe nopaxeHue MblLLLY
npeanneybs M KUCTM. B pamkax 3Tonm noarpynnbl

nokanusauyumen
dOpMbl  MOXHO

HEBPOJIOIVS. NCUXUATPUSA

MPAKTUHECKAA MEOULIMHA w

(T.H. auctanbHas HA) o6beauHawT caydawm,
npossnsowmneca 6oneBbiIM CUHAPOMOM B o0b6nacTu
naeyeBoro rnosica u naeva c NOCNeAyLWwnM pa3BuTtmem
rnapesa AMCTasibHbIX MbIWL, pyKn, Hanbonee yacto —
ANnHHOro crubaTtens 6onbwWoro nanbua 1M raybokoro
crmbatens nanbueB, KOTOpble WHHEPBUPYIOTCS
nepegHMM  MEXKOCTHbIM  HEpBOM  npeanseybs.
lMopa)keHne 3Toro HepBa ONMCaHO U NpU TUNMYHON HA
(B coYyeTaHMM C NPOKCUMANbHbIMKU aMUOTPOdUSaMM).
TeM He MeHee, BOMPOC O COOTHOWEHUN AUCTaNIbHOWN
HA 1 KOMMNpPEeccMoHHOW HeBponaTUM nepeaHero
MEXKOCTHOro HepBsa npeanseydbs (cMHApPoM Knnoxa-
HeBuHa) ocTtaétca cnopHbiM. Co4yeTaHue napesa
rnybokoro pasrubatena 6onbworo nanbua C
nopa>xeHneMm ApPYrnux MbilLl, BblpaXXeHHbIM 60neBbIM
CMHAPOMOM, W OTCYTCTBME MPU3HAKOB KOMMpPEeCcum
nepeaHero MEXKOCTHOro HepBa npeanneyns
npu onepaumuM MNO3BOAMAM OTHECTUM noJobHble
cnydam k HA. KoCBeHHbIM MoATBEPXAEHMEM 3TOMN

rmnotesbl TakXxe saBAsfeTca TOT @dakT, 4To OMI-
npu3Hakn  peuvHHepBauWK  MOSABAAKOTCA  4vepes
NpOAO/IKUTENbHBLIN Nepuoa BpeMeHun (1-2 roga
OT Hayana 3aboneeBaHus), 4TO noapasymeBaeT

nNnpoKCuManbHoe MnoBpeXAeHWe HepPBHbIX BOJIOKOH
(T.e. B obnactm nne4vyeBoro cnneteHms). HekoTopblie
aBTOpPbl CKAOHHbI cyMTaTb, 4TO HA — camas 4dacTasd
npuYnHa nopaxeHusa nepegHero MeXXKoOCTHOrO HepBa
npeanneybs [26].

B. BoBneyeHne HEPBOB BHE MJIeYEBOr0 CrleTEHUS.
Hepeako tunuyHasa HA conpoBoXaaeTcs napajanyom
TpaneuneBuaHOM MbILLILbI, T.e. nopaxeHuem
pobaBoyHoro HepBa. Kpome TOro, onucaHo
nopaxeHune u Apyrmux depenHolx HepsoB — VII, IX,
X, XII nubo ux oTAeNnbHbiX BeTBeW (BO3BpPaATHbIX
roptaHHbix HepBoB). K 3Tol e nogrpynne creayer
OTHEeCTM cAy4yam M30JIMPOBAHHOIo OAHO- UM
ABYCTOPOHHEro nopaxeHus AvnadparmanbHOro
HepBa, COMpoOBOXAatoWMecs BblpaXXeHHbIM 60neBbIM
cuHgpomoMm B obnactm wenm M naevyeBoro nosica u
MOTOMY TakXe OTHOCMMble K HA. HakoHel, onncaHbl
cnyyamn HA B coyetaHumm c 6onee wuAM MeHee
Bblpa>XeHHbIMW MPU3HaKaMM NOPaXeHUs NOSCHUYHO-
KpecTLOBOro cnnetenuns [27].

r. M30nmnpoBaHHble  MNOpaxXeHus  OTAENbHbIX
HEepBOB Mje4yeBOro cnseteHns nubo wux BeTBEN.
MN3BeCTHbl Cny4yan WM30NMPOBAHHOIO MOpaxeHus
HaA/0nNaTo4yHOro, MNOAMbILWEYHOro, CpeauHHOro,
3a[HEro MexKOCTHOro HEpPBOB MM Aa)e OTAe/bHbIX
BEeTBEN (M30NMPOBaAHHbLIM Napes3 ABYr/aBoW MbilLbl
nnedya, Kpyrnoro npoHatopa). HA, nposiBastowytocs
M30/IMPOBaHHbIM nNape3oM [13M, K HETUMUYHbIM
¢dopmam 3abonesaHnsa oTHOCUTb He cneayet [28].

dopMbl C HETUNUYHbIM TeuyeHuem. K 3TOM
noarpynmne OTHOCATCA caydyam uaMonaTuyeckomn
naeyeBsomn nnekconaTtum C XPOHNYECKUM
nporpeccupyroLwmm nnéo pPeUMaAMBUPYHOLWLNM
TeyeHneM. 3aboneBaHuns 3TONM rpynnbl, Kak NpaBuo,
oT/AMyarTcsa OT Knaccumyeckom HA w no Apyrum
napameTpaM, B 4YaCTHOCTWU HaMYMEM CTOMKUX WK
pacrnpoCcTpaHéHHbIX HapyLWeHW YyBCTBUTENbHOCTU
W, B PpsAAe Ccry4yaeB, TMOpaXeHMeM HepBoB 3a
npeaenaMmmn naedyeBoro cnneterHus [29]. He cneayet
cMewuBaTb MoA06Hble crydan C HacneACTBEHHbIMU
dopmamMun nopaxeHus nnedesoro cnneteHusa (HHA,
HeKOTOpble Cy4Yan TOMaKynsapHON HeBponaTum).

Na6opaTtopHbie " MHCTPYMEHTaJibHble
nccnenoBaHus.

Mpwn pyTUHHBIX 1Aa6OPaATOPHbIX U MHCTPYMEHTaIbHbIX
nccnenoBaHusax (aHanu3sbl KpOBMH, nnKBOpa,
peHTreHorpadusa LWenHOro oTaena W Mnaevyesoro
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nosica) Kakumx-imbo M3MEHEHUN, Kak MNpaBuo, He
BbiaBAAOT. CyLWeCcTBYOT eAMHUYHbIE YKasaHus
Ha MoBbllEeHNe KOoHUeHTpauumn b6enka mn 6enkoBo-
KNeTOYHYI Auccoumauunto B NIMKBOpPE, OA4HAKO 3TO
KacaeTcs cnydaeB HeTunu4yHon HA, npoTekatwuien
C MOpaXeHWeM HEepBHOW CUCTEMbl 3a npeaenamu
nneyesoro cnneteHuns [1].

Busyanusunpyrowme MetToabl MCCNeA0BaHUS B LLE/IOM
MMeKT OrpaHWYeHHOEe MNpUMEHEHMe B AMArHOCTUKE
HA. KT u MPT MoryT okasaTbCs MOJIe3HbIMWU An4
MCKNtOYeHNs 06bEMHbLIX 06pa3oBaHnii, Bbi3bIBAKOLLMX
KOMMNpecCcuo  MnjeyeBoro CnjeTeHnus WM  ero
BeTBen. MPT Takxe nOo3BONSET [AOMNOJIHUTENbHO
noATBEPAUTb AEHEpBaUUK MOPaXEHHbIX MbIWL: B
OCTpbIl U NMOAOCTPbIN Nepuoabl Ha T2-B3BELUEHHbIX
n3obpaxeHnsax XOpowo Bu3yanusmpyeTcss OTEK
M unuaHas MHOUAbTpaumMa MOpPa)KEHHbIX MblLL,
a B pe3uayanbHbii nepuog — ux atpodumsa Ha T1-
B3BELUEHHbIX Mn306paxeHusax [30]. WccnepoBaHue
MblILIEYHbIX 6MONTATOB NO3BOSISIET NOATBEPANTL DaKT
AeHepBaUMOHHON AUCTPODUN MOPAXKEHHbLIX MblILLL,
0AHAKO KaKon-nmbo AOMONHUTENbHOM MHMOpMauum
MONYy4YUTb NPU 3TOM He yaaéTtcsa. DM — BaxHbIN MeToA
nccnefoBaHusi, MNO3BONSAOWMIA  YTOYHUTL CTEMNeHb
M pacnpocTpaHé&HHOCTb nopaxeHus. Kak npaswuno,
BbISIBISIIOT MPU3HAKM aKCOHOMATUM C U30/IMPOBAHHbIM
MW NpenMyLLLEeCTBEHHbIM MOpaXeHNeM ABUraTeNbHbIX
BOJIOKOH (CHMXeHue amnamTyabl M-oTBeTa npu ero

HOpManbHOM wWAM CcybHOpPManbHOMW NATEHTHOCTH,
CNOHTaHHas  aKTUBHOCTb  MbIWEYHbIX  BOJIOKOH,
yBenuM4eHme aMmnautyabl, nonudasHocte [AE).

Mpu3HaKn AgeMNeTMHNU3aLUnm B LLESIOM He XapaKTEpPHbI,
MX BbISIBAAT NPEUMYLLECTBEHHO MPU XPOHUYECKOM
mavonaTMyeckom naeyeBOW  njaekconaTum,  Ha
OCHOBaHWM 4ero aBTOpbl paccMaTpuMBaloT Takue
cnyyanm Kak abopTMBHbBIN BapuaHT XPOHUYECKOM
BOCManMTenbHOM ANMUETMHU3NPYOLLEN MONMPaAnKY -
noHeBponatun. TeM He MeHee, N NMpu TUnu4Hom HA
B peakmx cny4vasax (0cobeHHO Ha paHHMUX CTaamsax
3aboneBaHns) BO3MOXEH MNpPOKCUMManbHbIA 610K
npoBeAeHUs, 4YTO noapasymeBaeT (oOKanbHYHO
aeMmuenunHusauuto [317].

AunddbepeHunasbHaa AMarHocTuka.

Kpbl1OBMAHOE MOJSIOXEHME sonaTtku MoXeT OblTb
obycnosneHo ntob6bIMM MPUYMHAMK, BbI3blBAOLWUMU
cnaboctb MblWL nsevYeBOro nosica, GUKCUPYOLWMX
nonaTky, B nepsyto odyepenb MN3M, poMb6OBUAHbLIX U
TpaneuneBnaHoOn. [103TOMY Kpbl1OBMAHAsA JfonaTka
TeopeTMYeCcKn BO3MOXHA KakK Mpu  MNepBUYHO
MbllWEYHbIX 3aboneBaHUaX, Tak M MPU HapyLleHUU
MHHepBauMK MbIWL, MNJe4YeBOoro nosica, T.e. MNpwu
naTtosiorMM  COOTBETCTBYHOWMX  nepudepuyecknx
HepoHOB Ha NwboOM ypoBHe — CMMHHOW MO3r,
KOpeLKn CIMHHOIro Mo3ra, njae4vyeBoe CNIeTEHNE N ero
BeTBu. Kpome TOro, sedopmaumns nneyesoro nosica c
KPbIJIOBUAHBIM NOJIOXEHWUEM TONATOK BO3MOXHa M Npwu
opToneamMyeckon mnaTtonorun. M3 opToneamyeckux
3aboneBaHnn cnepyer OTMETUTb KUEPOCKOIMNO3bI
rpyaAHOro oTaefna MO3BOHOYHMKA C  BTOPUYHOM
nedopMauunen rpyaHon KIeTKn, pa3pbiB KIHOUYNYHO-
aKpoMManbHOIro CoYsleHeHus, a Takxe pa3pbiBbl [M3M
[1, 2, 13]. MopobHbie criyyam 06bIYHO HE BbI3biBAOT
3aTpyaAHEHUWN B  MHTeprnpeTauum (XapaKTepHbIi
aHaMHe3 W pe3y/bTaTbl  PEHTreHONOrnMYecKkunx
nccnenoBaHum).

KpbinoBmngHaa nonatka — TUMWUYHOE MNpOsIB/IeHME
MbIlWEYHbIX Anctpodun. OAHAKO 3STOT CUMMTOM,
KakK MpaBuio, BO3HWKaeT B PasBEPHYTbIX CTaAMaX
3aboneBaHus, Korga OCHOBHOM AMarHo3 YyxXe He
Bbl3blBAET COMHEHWIA. Wcka4YeHne cocTaBnseTt

daunockanynonepoHeasbHas MmoaucTpodus,
npu KOTOPOM KpbIIOBMAHAs JonaTka BO3MOXHa
KaKk OAHO M3 TnepBbiX MposiBAeHMn. B nnaHe
anddepeHumManbHOM  AMArHOCTUKM  TakXe HYXHO
YYnTbIBaTb Cly4Yaun BPOXAEHHOW rmMNo- Uau annasum
M3M, koTopble MOryT 6bITb Kak M30JIMPOBAHHbLIMYU,
TaKk M co4yeTaTbCa C ruvnonsasven Apyrux Mbilly,
nie4yeBOro nosica, B 4acTHOCTM 6ONbLWOW rpyaHOM
MbILLbl WU WMpOYanLlen Mblwubl CUHbI [32].

HA Takxe npuxoautca anddepeHumpoBaTb OT
niaeyesbIX MaeKconaTui Apyrow sTuonoruu. [pwu
TpaBMaTM4yeckoln nnekconatmu Tmna [AdwoweHa-dpba
3aTpyaHeHuUn O06bl4HO He BO3HMKAET, MOCKOJIbKY
NMPUCYTCTBYET OYEBUAHBLIA 3TUONOrMYECKUn dakTop
(napgeHne Ha nnevyo, Tpakums PyKW BHU3, npsiMoe
HOXXEBOE paHeHne, NepesioM KNumnLbl), BblpaXeHHble
HapyLlweHUs YyBCTBUTENbHOCTU, OTCYTCTBYET 4Y&TKad
CTaAMIHOCTb, @ NOJIHOE BOCCTaHOBAeHne HabnwaatoT
penko. KpoMe Toro, npu TpaBMaTU4YeCKNX MNjaeyeBbiX
naekconaTmsax BblPaXXEHHY0 KPbITOBUAHYO
nonaTtky HabnwpatT peako, nockonbky AlMH B
60nbWMHCTBE C/AyyYyaeB He nospexgaeTtca. HamHoro
cnoxHee auddepeHumanbHas  AuarHocTMka C
OMNyX0/IeEBbIMU MOPaXXeHUSAMU MJ1e4eBOro CrnaeTeHus
M napaHeon/acTMYeCKOW nAeyYeBOn nnekconaTuen
[33], koTopble MO KAWHUYECKUM W DMI-AaHHbIM
BO MHOroM cxoxu ¢ HA. B Takux ciy4yasax BaXHoe
3HayeHne uvMeeT KoMMiekcHoe obcnepoBaHue
nauveHTa 7 YUET ocobeHHoCTeNM TeyeHns
natonornyeckoro npouecca. lNpu passutun HA B
[EeTCKOM BO3pacTe BaxHo ucknwunte HHA (cneayet
yUuUTbIBaTb, 4YTO, MO AAHHbIM HEKOTOPbIX aBTOPOB,
HA y peTeli npoTekaeT MHaye, 4YeM Yy B3pOCAbIX,
B Y4aCTHOCTM, cO cnaboBbipaxxeHHbIM 60neBbIM
CUHAPOMOM).

N3 3aboneBaHnii CAMHHONO MO3ra ciaeayeTt
yuunTbiBaTb 6GOKOBOM aMMOTPOMUYECKUA CKNepo3
7 CrMUHanbHbIE amMmnoTpodun, OflHaKo OHU
npUHUMAMaNbLHO oTau4yarTcs oT HA nocTeneHHbIM
HayasioM, HEYK/JIOHHO MPOrpeccupyroWmnmM TeYeHneM,

OTCYTCTBUEM YYBCTBUTENbHbIX HapyLleHuni,
pacnpegeneHueM napesoB, a nNpu  60KOBOM
amMMoTpodMUYEeCKOM cKiiepo3e KpoMme Toro — 6onee

WM MeHee Bblpa)XeHHbIMU MpPU3HaKaMM MopaxxeHus
BEPXHEro MOTOHEMPOHa. Y AeTen Takxe Heobxoammo
MCKOYNTb nonmommenunt [1].

MeToabl neyeHusn.

NleyeHne HAnpenMyLecTBEHHO CMMNITOMaTHUYecKoe.
B octpon ctaguu pans  KynupoBaHus 6oneBoro
CUHAPOMA NPUMEHSIOT HECTEPOUAHbIE MPOTMBOBOCHA-
nuTenbHble NpenapaTtbl U aHanbreTukn, B TOM ynucne
HapkoTunyeckme. B nomocTpon CcTaaunm rnedeHue
CBOAMTCS K n3moTepannm n nedyebHon dU3KynbType.
PekOoMeHAYIOT ynpaxHeHusa Ana  noAdepXXaHus
nosiHoro o6béMa ABMXEHUWN B NJe4YeBOM CyCTaBe
M ANS yKpenaeHus Mblwl naedyeBoro nosica. Mpwm
BbIPa)XXEHHOM KpPbIIOBUAHONW JionaTKe onpaBAaHo
HOLWeHMe cneymanbHoro drkcaTopa aAns 1onaTku, 4To
npeaoTBpallaeT pacTsaXKeHne MbllL, Ne4YeBoro nosca
M pasBuTMe HecTabunbHOCTUM B MNJie4eBOM CyCTaBe.
C Yy4yéTOM BO3MOXHOM AYTOMMMYHHOW 3TUMONOINU
HA HekoTOpble aBTOpbl npegnaratoT MNPUMEHSATb
rIOKOKOPTUKOUAbLI, O0AHAKO MX 3(MHEKTUBHOCTb He
Aoka3saHa [34].

MpennoxeHbl W onepaTUBHble METOAbl NevyeHus,
B 4acTHoCTM HeBponus [AlMH (nyTéMm pacceyeHus
CcCpefHen JeCTHUYHOM Mblwubl). B pe3unagyanbHou
CTagMn nNpu COXPAHHOCTM BbIPaXeHHOro napesa
MbILWL, MJIe4eBOro Mnosica M KpbIIOBMAHOW JiONaTKu
pekoMeHAYylT OonepaTuBHYK peuHHepsauuto [3M,

HEBPOJI10I UA. NICUXWATPUA
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Hanpumep, NyTéM noawmneanmnga K iFH rpyaocnmHHoro
HepBa [35]. Yawe, oagHako, NpoBOASAT NMassiMaTUBHbIE
opTonegmMyeckMe onepauuu, HanpaB/iieHHble Ha
dukcaumnto nonatkn. Hanbonee pacnpocTpaHEHHbIN
MeTo4 — YacTu4Hasg nepecagka cyxoxunansa 6onbLion
rpyaHOM MblWwLbl B 061aCTb HUMXKHEro yrsa nonatku.
PesynbTtaTtbl nogobHoM onepaumm B 60SbLIMHCTBE
(90%) crnyyaeB YOOBNETBOPUTESIbHbIE. Mpwn
HeaHEeKTUBHOCTM B  KayecCcTBe aJibTepHATUBLI
paccMmaTpumBaloT CKanyfoTopakalbHblli apTpoaes.
MocneaHni mMeTon TakXKe MOKa3aH NMpu CoOYeTaHHOM
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