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BBeaenue
[Iporpeccupyoiue HeWpo/JiereHepaTUBHbIE
paccTpoicTBa OXBaThbIBAIOT LIMPOKUI CIIEKTP

MATOJIOTUYECKHUX COCTOSIHUH, BKJII0Yasi MOHOMEJNYECKYIO
amuoTtpoduio. Cpeny HUX 60se3Hb Xupaama (bX), Takxke
M3BeCTHAasl KaK [OBeHW/JIbHAs MbllleyHass aTpodus
JMCTAIBHOM 4acTH BEPXHUX KOHEYHOCTEH, MpesCTaBJIseT
co60i 0cobyr0 GOpMy MOHOMEJTHUYECKOH aMHOTPODHUH.
BX xapakTepusyeTcssi JAUHAMHUYECKOM KOMIIpecCUed U
NPOrpeccCHpyOUMMH  HUIIEMUYeCKUMHU W3MeHEeHUsSIMH B
nepeHUX porax CIMHHOIO MO3Ta, KOTOpble BO3HHUKAIOT
npu crubanuu ueu [1]. BnepBbie onncanHas XupasmMoi u
coaBTopaMu B 1959 roay B ucc/ieZjoBaHUM C yyacTHeM 12
nanveHToB bX celiyacnpu3HaHacaMoW pacpoCcTpaHEeHHON
dbopmMoli MoHOMesnnyeckod amuorpodum [2-4]. BX
HopakaeT IMPEHMYLeCTBEHHO MYXXYHH B Bo3pacTte 15-
25 net. CoracHo XupasiMe, MUK Hayaja 3aboJieBaHUS
COBMa/laeT C MyOepTaTHBIM CKAa4YKOM pPOCTa, M ObLIO
npezJIoXKeHO, YTO IPUUNHON Pa3BUTHS 6OJIE3HU SBJIAETCS
auc6asaHC B pocTe MO3BOHOYHHUKA M TBEPJOH MO3TOBOM
060/109KM B 3TOT mnepuoy. [Ipeo6sajanre 3a60JieBaHUSA
Cpein MYXYHH OOBsCHSETCS 0oJiee HWHTEHCHBHBIM
pPOCTOM y IOHOILIEH 110 CPAaBHEHHIO C JIEBYIIKAMU B IIEPHUOJ,
[10JIOBOTO CO3pEBaHUsI.

Knaccuyeckas dopMeI bX nopaxaet
NPEeUMyLIeCTBEHHO TOAPOCTKOB U IOHOIIEH MYXCKOTro
[0JIa ¥ XapaKTepHu3yeTcs C/eAyIIUMA KIMHUIECKUMU
NpU3HaKaMHU: ACHMMeTpUYHas CJl1aboCTb [JJUCTAJbHBIX
OT/[|eJIOB BEPXHUX KOHEYHOCTeH c aTpodueil TeHapa U
TUIOTeHapa, IPU 3TOM COXpAHSAETCs CHJIA IJIedeslyuyeBor
MBIl (TaKk HasblBaeMasg «Kocas aMHOTPOUs»);
X0JIOIOBOW mape3 (ycuaeHHe CaabOCTH W TpeMopa
B JWUCTQIbHBIX OTJeJax MpH BO3JEHCTBUU X0JI0AQ);
OTCcyTCTBHE CEHCOPHBIX HAapyllIeHUH, a TaKKe CUMITOMOB
CO CTOPOHBI BEreTaTHUBHOM HEPBHOW CUCTEMBI U YepeIHO-
MO3roBbIX HepBoB; CKppITOe Hauyajso 3abosieBaHUS,
KOTOpOe 4yallle BCero BO3HHUKAeT Y MYXXYUH B BO3pacTe
15-25 JieT, ¢ MeJjJIeHHBIM NPOTPeCCUPOBaHMEM B TeueHHe
epeMeHHOro InepuoZa BpeMeHH (B cpefHeM 5 JerT),
1ocje 4Yero HACTylaeT CIOHTAaHHas CTabuIu3alus;
Cnopajuyeckoe BO3HUKHOBEHHE 3a00JIeBaHUs, XOTsS B
JIUTepaType TaK»Ke ONKUCAHbl CEMeHHbIe CIydaH.

OfHaKo B JiMTepaType MOMHMO XapaKTepPHBIX
KJIUHUYEeCKUX  mnposiBieHud  BX, B  suTepaType
ONMMCaHbl aTUNUYHbIE CAy4ad, C pa3HOO6Gpa3HOM
HEWPOJIOTUYECKOW CUMTOMATUKON K KOTOPbIM OTHOCUTCS
M TpeJACTaBJeHHbIM HaMU peAKUH  KJIMHUYECKUH
npuMep. IJTH CJIyd4ad MOTYT BKJKOYATh CJeAyIoline
0COGEHHOCTH - MUpPaMUJHble 3HAaKH. Y HEKOTOPBIX
NalMeHTOB MOTYT HaOJI0JaThCcs rumneppedekcus Hu
natoJjiorudeckue  pedJieKCbl  BCJIEJCTBUE  TSKEJIOTO
MOpaXKeHHsI CIUHHOTO MO3Ta, U aCCOLIUUPYIOTCS C XyIIUM
NPOrHO30M; c1abocTb U aTpodus TPOKCUMabHBIX

IIpe3eHTanus cay4dasi U3 NPaKTUKU

[TanueHT 21 rozx HOCTYNU]I B OTAeJeHUe
CNIMHAJIbHOH HeWpOXUPypruu u aTOJIOTUH
nepudepryeckol HepBHOH CHUCTEMBl C >KaJob6aMH Ha
c1abocTb B 06eUX KHUCTAX, aTpodHIo MBI 06enx
JIaJJOHeH, TPeMOp NpHU JIBXKEHUH B KUCTAX, CHIKEHHYIO
YYBCTBUTEJILHOCTD Ha JlaBJIeHHE, U THUIIECTE3UIO BIJIOTh /10
aHeCTe3UH KOXKHOW M TeMIlepaTypHOH 4yBCTBUTENBbHOCTH.
HauaJsio 3a6o/1eBaHUA NPUXOAUTCA Ha 16 JIeTHUH BO3pacT
NalnMeHTa, YTO COOTBETCTBYET CpeJHEMY BO3pacTy
nebota BX. Ha MoMmeHT mocTymieHus - 3aGojieBaHHE
NpOrpeccupyeT B BUJie HapacTaHHUs CJ1abocTH U aTpoduu
MBI 00euX JaZoHel (TeHapa MW rumnoreHapa). B

OT/IeJIOB BEPXHUX KOHEYHOCTEH. B KaccHyeckux ciaydasx
BX mpeuMylieCTBEHHO MNOpaXKaeTcs HIDKHASL 4acTb
meiHOro otjesia mo3BoHoyHUKA (C7-T1), 4To mpUBOAUT
K arpoduu [AUCTaNBHBIX OTAesoB. KommpeccHoHHas
MHeJIONaTHsI MOXKET BbI3bIBATb CEHCOPHBIE JedULUTEI,
KOTOpble HabJofaTcs npuMepHo y 20% nanueHTOB
JINTeJIbHOE MNpOrpeccupoBaHHUe 3abosieBaHud. B
GOJILITMHCTBE CJIy4YaeB MpOrpeccHpoBaHue AJUTCs 3-5
JIeT, TocJile 4yero HacTymaeT maTo. OJHAKO OMHCaHBI
CJIy49au IporpeccHpoBaHus 3a00JIeBaHUSI HA MPOTSHKEHUH
6osiee 10 seT.

B HacTosiIee BpeMs UCNIOJIB3YeTCs 00LeNPUHATAs
kiaaccuUKalys, [O03BOJISAIOIIAs  CHCTEMAaTU3UPOBATh
BbIGOpP KOHCEPBATUBHOTO WJIM XHPYPrHYecKOro JiedeHHsl
B 3aBUCHUMOCTHU OT KJIIMHHUYECKUX l'[pOHBJIeHI/lI‘;l 60}16‘3HI/I.
Jlnsi atoro 6b11a BBeieHa «The Huashan Diagnostic Criteria
and Clinical Classification of Hirayama» [5], xoTopas
OCHOBBIBAETCS Ha JleJIEeHMHU 3a00JieBaHHsI HA TPU THIIA.
Jdrta kiaccupukanus noMoraeT 60Jiee TOYHO ONpPeeNUTh
TaKTI/le JiedyeHud, y‘{I/ITblBaH I/IHHI/IBI/I/]yaJIbeIe
0COGEHHOCTH TeYeHHUsl 60JIE3HU Y MalKeHTa.

Knaccuyeckas BX
CaMOpPeMUTTUPYIOLIMMCS, KOTOpOe IpeuMyIlleCTBEHHO
JIEYUTCS KOHCePBAaTUBHBIMU MeTOJaMM, TaKHUMU Kak
HCHO0JIb30BaHUe IIeHHOro BOPOTHUKA. TeM He MeHee,
nporpeccupoBaHue 3aboJieBaHUS MOXeT MPOUCXOAUTh
Jlake NMPU KOHCepPBAaTHUBHOM JIeYeHUH, YTO NPUBOJUT K
3HAYUTEJNbHOU JUCPYHKIUU KOHEYHOCTel [1, 6-8].

4acTo ABJIAETCA

Jleuenne bBX oxBaThiBaeT pas/M4yHble MOJXO/BI,
oTpakawlye pasHoobpasue TaKTUK BeJleHUsl NalUeHTOB
c 9TUM 3abosieBaHueM. Hampumep, Wang H. et al. [9]
NpPEe/CTABJASIOT HECKOJIbKO XUPYPrUYeCcKUX MeTO/0B
JleyeHHs], PacCCMOTPEHHbIX B 0030PHOM MCCJEeLOBAHUH,
oxBaTbIBatolLleM nepuof ¢ 1966 no 2020 rog. 3T METOAbI
BKJIIOYAIT KaK HCKJIYUTEJbHO CTabUIU3UpyIOLUe,
TaK U 60Jiee MHBA3WBHbIE MO/AX0/Ibl, TAKME KaK IJIACTUKA
TBepOoW MO3roBoi 060s104KU. [l1s1 neyeHust X nusyyanuce
pasjiMyHble METOAbl, BKJOYass JIAMUHIKTOMHUIO C
Koaryjsiydeil BeHO3HOr'0 CIJIETEHHUS, JIAMUHOIJIACTUKY
C IJIACTUKOW TBepAOW MO3roBOM 0060JI04KH, 3aJHIOI0
dukcauuoo U KOMOMHHUpPOBaHHblE moAxoAbl. OaHaKo
HauboJiee pacnpocTpaHeHHbIM ABJIAETCA ACDEF
obecrneyuBaOIIUN  CTaGUJIBHOCTh U IpeLOoTBpalleHHUe
NporpeccupoBaHusl 3a60J1eBaHUsI.

B siuTepaType onrcaHo OrpaHUYEeHHOE KOJINYECTBO
C/ly4yaeB XHPYPrUYECKOro BMeNIATEeJbCTBA IMPU 3TOM
3a60JIeBaHUU.

B naHHOM COOGIIEHUH Mbl NPEJCTABASIEM PeAKUN
KJIMHAYECKUH ciydaid aTunudHoi ¢popmel BX.

dHaMHe3e TpaBM He€ OTMe4YaeT. Cxoxed CUMIITOMAaTUKH
BHYTpPU CEMbU HE 6BIJI0O OTMEYEHO.

[Ilpy ocMmoTpe oTMewaeTca JAoJUXOMOpdHOe
TeJIOCJI0XKeHHe U POCT HEeCKOJIbKO Bblllle cpefHero, 180
cM, nokasartenb MMT - 19,6. BusyasbHOo oOTMedaeTcs
CIVIQXKEHHOCTb  IIEeHHOTO0 JIOp03a U OTHOCHUTEJIBHO
JUIMHHOM 11eel. 3HaYuTeAbHasA TMNOTPOPUSA MBILIL 06euX
PYK AuCTa/lbHee IpeAlliedbs, Haubosiee BbIPAXKEHHO B
MBILIIAX TeHapa U runoteHapa. [Ipyu akTHBHOM JJBHXKEHUU
B KOHEYHOCTAX OTMeYaeTCsl MeJKOPa3MallUCThIH TpeMop.
Cuia MbpllI BEePXHUX KOHEYHOCTEH IMPOKCHMAJIbHO
COXpaHeHa, JUCTaJbHO CHHXKeHa 10 2 6aJi10B: mpo6a bappe
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(-) c o6enx cTOpoH, NPOO6BI CUJIBI XBaTa — NMapanapes Ao 2-X
6as1710B. B uyBcTBUTE/IbHOM chepe — r1yboKas TUIecTe3us,
KO)KHasl aHecTe3Ms (TeMmepaTypHass M IOBEpPXHOCTHas
6oJieBasi, AUCKPUMUHAIIMOHHAA) 06eHUX KUCTeH U HUXKHeH
TpeTu o6Geux mnpeamiednil. CyxoKuabHHble pedJieKchl -
TOPNUAHBIA KaprnopaAualbHbIA pedsiekc ¢ 06eux pyK.
KoopauHaTopHble Npo6ble — ¢ UHTeHLMel ¢ 06enX CTOPOH
BBU/IY HAJIMUUSA KHHETHUYECKOT0 TpeMopa pPyK.

[IpoBesileHa MarHUTHO-pe30HaHCHas ToMorpadus
(MPT) 1weiiHoro oTAesna TO3BOHOYHMKA BbISIBUJIA
atpoduro cnuHHoro mosra (Pucynok 1). Ilepenne-
3aJlHUA pasMep COUHHOTO Mo3ra Ha ypoBHaX C(4-C6
MO3BOHKOB OB/ CyLlleCTBEHHO yMeHblleH. B akcualbHbIX
cpe3ax (PucyHok 2) Ha ypoBHe C5-C6 HO3BOHKOB OBbLI
BBISIBJIEH XapaKTepHbIA CHHAPOM "3MeHHOro r[Jasa",
BU3ya/IU3UpOBaHHbIN B T2-pexkuMe, 4TO CBUAETE/BCTBYET
0 HaJM4YUM JlereHepaTUBHbIX HM3MeHeHUN B MepejHUX

porax CMIMHHOI'O Mo3ra.

Ha ¢yukuuonaapnom MPT wmeliHoro otgena
no3BoHOYHUKaA (PucyHok 3) B moJioxkeHWU CcrU6aHUs LIer
HabJII0a/IoCh 3HAYUTesIbHOe Cy)XeHHUe IepejHe-3aJHero
pa3Mepa CIMHHOTO MO3ra, FMIepMO6UIbHOCTb IIEHHOI0
OT/Jesla TO03BOHOYHMKA Ha ypoBHe (4-C6 NO3BOHKOB,
pacliMpeHUe 3aJHero 3MUAYypaJbHOr0 NPOCTPaHCTBA U
yBeJllyeHHe 00bEMa COCY[OB 3aJHEr0 3MUAYPaJbHOTO
BEHO3HOro ceTeHus. [lJI0THOe mpuJeraHve nepefHUX
OT/leJI0OB CIMHHOT'0 MO3ra K TeJlaM [I03BOHKOB B I10JIOXKEHUH
crubaHus KoppesrMpoBasio C 04aroM MUesa0aTpoduu, 4To
MO TBEpK/AaeT HaJIuuMe XPOHUYECKOH KOMIIPeCCHHU.

N3mepenue yria Ko66a nokasasno (PucyHok 4), uto
B IOJIOKEHUU CTHOaHU LIIeH YToJ1 COCTaBJIs1 28,6 rpasyca,
YTO yKasblBaeT Ha T'MIIEPMOGHJIBHOCTb IIEHHOrO OTZAeJa
MI03BOHOYHHKA.

PucyHok 1 - Ha MPT weliHo2o omdes Nn0380HOYHUKA: 8 CA2UMMA/ILHBIX Cpe3ax ommeyaemcsi ampogusi, a maxice
aunepuHmeHcusHblil cuznaa T2 pescume, Haubo1ee npedcmasieHHAs 8 nepedHeM omaesie CNUHHO20 Mo32a. [lepedHe-3adHutl pazmep
CNUHHO20 M032a Ha yposHsX C4-C6 n0360HK08 CPABHUMENbHO MEHbUIE

PucyHok 2 - MPT weliHo2o omdesia n0360HO4YHUKA. B akcuaabHbix cpe3ax B T2 pexcume gusyasusupyemcsi, mak Hasbleaembill,
CUHOPOM «3MEUHO020 21a3a» Ha yposHe C5-C6 no3eoHKos

PLleHOK 3 - Ha MPT weliHo20 omde./1a N03860HOYHUKA 8 NOJ0XCEHUU HAKAOHA KPACHbIMU cmpesiKaMu ommevyeHo n/10mHoe
npusnezavue nepedHux omade/108 CNUHHO20 M032a HA yposHe coomeemcmeyrnujemy ovazy Mueﬂoampogﬁuu
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PucyHok 4 - MPT wetiHozo omdeaa no3eoHouyHuka. (0o onepayuti) Yeon Ko66a e nosoxceHuu caubanus weu paset 28,6 epad

YuuTbiBas KJIMHUKO-HEBPOJIOTHYECKYIO
CUMIITOMAaTHKy M OCHOBBIBAsACh Ha Kiaccuduxanuu «The
Huashan Diagnostic Criteria and Clinical Classification of
Hirayama»5, Ham ciy4yait cootBeTcTByeT Tumy 3.

Xupypruyeckoe JiedieHue. B cooTBeTCTBUM C
MEeX/I[yHAapOJAHOW TNpPaKTUKOW JiedeHHs1 GosiesHH bBX,
HaubOosiee 3PQPEKTUBHBIM  METOJAOM  CTAOUJIM3ALUU
SABJISIETCS NepeiHsASA LelHasa JUCKIKTOMUS U MEXTEeJ0BOU
cionuaoze3 (ACDF).

B paMKax JJaHHOTO UCCJIe/I0BaHHUsl MALMEHTY Obli1a
BBINIOJIHEHA Ollepanus NepeAHUM napadapeHrHaJbHbIM
npoctynoM. Jlist OCTyna K LIe{HOMY OTZiesly T03BOHOYHHUKA
ObLJI BBITOJIHEH pa3pes3 JJIMHOM 5 CM MoIepeK Mo nepejHein
NpaBOW CTOpOHE LIeH, MEX/JY TIpyJUHHO-KIIOYHYHO-
COCLIEBU/IHOM M JIONATOYHO-TOAbSA3bIYHOW MBIIIIAMH.

Jlia TOYHOro omnpefeseHUs ONEpPALMOHHOTO CerMeHTa
HCI0/Ib30BaJlaCh PEHTreHOBCKas ycTaHoBKa C-o6pasHoi
dopMBl.

[IpoBesileHa MHMKpPOXUpPYypruyeckass JUCKIKTOMHUS
Me)XXII03BOHKOBBIX JMCKOB Ha ypoBHax C4-C5 u C5-C6.
Jlisi MeXTeJIOBOro CHOHAWJOoAe3a ucroJsib3oBaHbl PEEK-
keimxkn (Medtronic US.A) Ha ypoBHax C4-C5 u C5-
C6, YTO MO3BOJIMJIO YCTPAHUThb T'MIEPMOOGUJIBHOCTb U
NpeJ0OTBPaTUTh JaJIbHENIIYI0 TpaBMaTU3aLMI0 LIEHHOro
oTzeJa ciiHHOro Mo3ra (PrucyHok 6).

B MOCJIE0TePALIUOHHOM nepuojie 6bI1J10
pPEKOMEH/I0BAaHO  06s3aTeJIbHOE  HOLIEHWE IIeHHOTo
BOPOTHHMKA B TeueHuWe 1 Mecsuna [ obGecrnedyeHus
ONTHUMAaJIbHbBIX YCIOBUM /IJI51 322KUBJIEHUS U CTAOUIU3AIUU
[M03BOHOYHMKA.

PucyHok 6 - KT weiiHozo omdesa no3eoHouHuka. Konmposie nocsae onepayuonHozo seveHust. CocmosiHue Mema/a10KoOHCmpyKyuu
ydossemgopumesnbHoe
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Jo onepauuu
28.6°

Yron Ko66a B
crnbaHum wen

Mocne onepauuu
2.6°

PucyHok 6 - Y201 Ko66a 6 nosiosceHuu caubaHusi weu 8 noc.1eonepayuoHHoM nepuode paset 2,6 zpad. A mak sice
nocs1eonepayuoHHoOe MazHUMHO-pPe30HAHCHOE UCCAed08aHue WeliHo20 omded N0380HOYHUKA, NposedeHHOe Noc/e onepayuu, N0Kasao,
4mo cnuHHOU Mo32 601bWe He Nod8ep2aemcsi KOMNPeccuu 8 N0N0XCeHUU C2UbaHuUs weu

Ha  KOHTpOJbHOM  OCMOTpe, TNPOBEJEHHOM
yepe3 JBa roja nocje ONEpPaTUBHOTO BMeIIATeJbCTBA,
coxXpaHsieTcsl mape3 06enx pPyK M THHOTPodHUsS MBI
KHcTel u npeamniednit. [Ipy aToM oTMedaeTcst OTCYTCTBUE
OTpHUIIATEJbHON JUHAMUKU. ITO HAOJIOJEHNe, YIUThIBAsS

06cyxaeHue

B npeacTtaBJ€eHHOM KJIWMHHUYECKOM Cjlydae ONHCaH
OIBIT JIeYeHHd OJHOro IalueHTa, 4YTO HaKJ/iaJbIBaeT
onpejesieHHble O'PaHUY€eHUA Ha 06061.ue1—me MOJIYy4€HHbIX
JAAaHHBIX. BaxxHO OTMETHUTB, YTO C/1y4au aTUNIUYHBIX dJOpM
BbX MOTYT 3HAYUTEJIbHO pPas3jiM4aTbCAd MO KJIWHUYECKOMY
TEeYEeHHUIO U NPOABJIEHUAM.

[Io manHbiM Mishra S. et al. [10] onucaH cayvai
nanyeHTa C >KajJob6aMM TeTpanapes, YTO 3HAUYUTEeJbHO
OTJINYaeTCs OT KJacCUYecKkoro TedeHUs 6oJsiesHU. B
JpyroM KJIMHHUYeCcKOoM HabJiofeHnud, Mattson et al. [11], y
nalnyeHTa OTCyTCTBOBA/IM CHMIITOMBI CO CTOPOHBI BEPXHUX
KOHEYHOCTeH, HO GbLIM BOBJIeYeHbl HM?KHHE KOHEYHOCTH,
npu 3toM MPT-ganHble yKasbiBaJd Ha Ha/lu4ue
XapaKTepHbIX Npu3HaKoB bX.

B kaimHH4eckoM ciydae onucaHoM B 2018 roay [12]
HETUIUYHBIMU ObLIM Bo3pacT (45 sieT) u MmaHudecTanuio
CUMIITOMOB C NPOKCUMa/IbHOW 4acTH PyK. ITU MPUMephI
JIEMOHCTPHUPYIOT, YTO aTHUIHYHble GOpPMbl 3a6osieBaHUA
MOTYT 3HAUMUTEJbHO BapbHUPOBATbCA MO KJIMHUYECKUM
NPOSIBJIEHUAM, YTO YCJIOXKHAET AUArHOCTUKY U TpebyeT
WH/JUBU/yaTU3UPOBAHHOIO NO/X0/a K JIEYEHHIO.

Pemaromyo poJsib B BepuPHUKAIUU U TOCTAaHOBKE
JrarHosa urpaet ¢yHKIHoHaabHasg MPT meitHoro otzena
M03BOHOYHMKA M CIMHHOIO MO3ra, KOTOpas BbIABUJIA
XapaKTepHOe yBeJIMYeHHe 33JlHEro 3MUAYpPabHOrO
MPOCTPAHCTBA U Nlepe/iHee CMelleHHe CIIMHHOI0 MOo3ra B
MOJIOXKEHUH CTUGaHHUs, YTO MOATBEPAUIO JUHAMHUYECKUH
XapakTep KOMIPECCHU U CTaIM OCHOBaHUEM /sl BbIGOpa
XUPYPTrUYECKON TaKTUKH.

BbIBOAbI

B JJAaHHOM KJIMHAYECKOM cly4ae
MpoeMOHCTpHUpoBaHa 3P PeKTUBHOCTb QYHKIMOHATIbHON
MPT, kak ocCHOBHOW MeToJ auardHoctukd, u ACDF B
JledeHUH aTunu4HOU popmbl BX. HecMoTps Ha coxpaHeHue
OCTAaTOYHBIX CHMIITOMOB B BHJe Iape3a U MblIIeYHOH
runotpodruyu y TNalUeHTa, YAaJ0Ch NpPeAOTBPaTUTb
JlaJbHelllllee NporpeccipoBaHye 3a60/1eBaHUSI.

KoHQIMKT MHTEpPECOB: HET.

JlutepaTtypa

TeHZEHIMI0 K IPOrpPecCHPOBaHHUI0 HEBPOJIOTUYECKOTO
Aedunura B NpesonepaliOHHOM IepHofie, YKa3bIBaeT
Ha JJOCTM>KeHHe OCHOBHOM IleJIM ONepaTHUBHOIO JIeYeHUs
arunu4yHoi popme BX.

Jlsis1 iedyeHus1 OGbla BbIMOJIHEHA MEpeHss eiHast
JUCKIKTOMHUSI W MeXTesoBol cnonauinones (ACDF),
KOTOpasi TMO03BOJIMJIA YCTPAaHUTb T'UIEPMOGUIBHOCTD,
NMpeJOTBPAaTUTh [JAJbHEHUIIYI0 KOMIPECCHI0 CIHUHHOTO
MO3ra ¥ CTa6UIM3UPOBATh COCTOSIHUE Nal[MeHTa.

UccnepoBanusa mnoxaTeepxgarT [13], yTo mocie
npuMeHeHuss ACDF y nanueHTOB oTMevaeTcs yaydlieHHe
CUJIbl 3axBaTa BepXHUX KoHeyHocTed (c 15,67+2,74
kr go 19,82+2,89 kr, P<0,001), 4TO CBUJETENbLCTBYET
06 yaydiieHMH OQYHKUMM Mblul. Takke Hab6JofaeTcs
3HAUMTEJbHOE yBeJWYeHHEe IUIOWAJM IOIepeyHoro
cedyeHUsl CIMHHOro Mo3ra Ha ypoBHe C6 (P=0,016) u C7
(P=0,021), yTo yka3blBaeT Ha yCTpaHEHHe KOMIIPECCUH
HepPBHBIX CTPYKTYyp. KnmHuueckas a¢pdexkruBHocts ACDF
NO/ATBEPXK/jeHA 3HAYUTEJIbHBIM YJIy4lIeHHEM TapaMeTPOB
MO/BMKHOCTH IIEHHOTr0 OTAesa. Tak, yroJ cru6aHus Leu
cHmxkaeTcs ¢ 33,10° + 10,60° go 13,55° * 6,69° (P<0,001),
YTO NpeJoTBpallaeT MOBTOPHOE CMelleHHe JypajbHOTrO
MelllKa U MMHUMM3UPYeT PUCK WILIEMHUU NepeHUX POroB
CIMHHOTO MO3ra.

B HaleM KJIMHUYECKOM CJIy4dae, Oblja JOCTUTHYTA
cTabuM3anus [POrpecCHpoBaHUSA  HEBPOJIOTHYECKOI0
JedUUTa, HO YYUTHIBAsA aTUIMYHOE TeyeHHe 60JIe3HH, U
CTPYKTYypHOE U3MeHHeHHe CIIMHHOTO MO3ra, y ManueHTa
COXPAHAITCA NpOsBJeHUs 0GOJIe3HH B BUJeE Iapesa U
MBIIIEYHOH IMIIOTPODUH, YTO NOAUYEPKUBAET CJI0XKHOCTb U
NPOrpeccUpyoLMi XapaKkTep aTUNUYHOH popMbl BX.

dTHYyecKkue cooGpakeHMA. Y mnanueHTa ObLIO
noJiydyeHue MHGOPMHUPOBAHHOE COTJIACHE.

Bxiiap, aBTopoB. Konyentyanusauusa - T.K, BA,;
Metoposioruss - AK.; mnposepka - TK. dopmanbHbIH
ananu3 - H.A. E.K;; HanucaHue (opuruHasbHas 4YepHOBas
noarotoBka) - [K, A.b. u M.O,; Hanucanue (0630p u
penaktupoBanue) - LK., I.b., 2K.T u E.K.
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Tyiinaeme

Xupasima aypywsl, coHbiMeH kamap ducmanvibl HCOFAPFel askmapdsly Kamepcis amuompogusicel peminde 6beseini, 6y1ubikem
a/ci3dieiMen JicaHe ampo@usiCblIMeH CUnammaaamusiH CUpPeK He8po02USAbIK aypy, He2i3IHeH JCOFapFbl askmouly Oucmanabobl
byawbikemmepiHe acep emedli.

Bya makanada Xupasma aypysiHbl amunmi mypiHiH KJAUHUKA/AbIK HaFoaiibl cunammasiraH, 04 eme cupek kezdecedi scaHe
duazHocmukada xHcaHe muimdi emdey makmukacblH maqdayda Kypoeai KubIHObIKMapmeH 6atiaHbICMbl.

Maxanada aypydsiH namozeHe3iHiy 3aMaHayu meopusiapbl, KAUHUKAIbIK AFbIMbIHbIH epeKulesikmepl, coHdali-ak 0cbl Namo102UsiHbl
duazHocmukaaayoa @yHKYUOHaA0bl Ma2HUMMI-pe3oHaHcmbl beliHesey cusikmbl Helipobelineneydiy MyMmKiHOIkmepi KapacmblpbliaobL.
Aypydbiy damyul kesiHde oHbl mypakmaHdbipydbly muimoi adici peminde xupypausiavlk emoeydiy kasipel adicmepine, aman alimkaHoa,
a/10bIHFbL Heamblp MOUHbL QUCKIKMOMUSICbL JcaHe deHeapasblk 6ipikmipy (ACDF) epekuie Hasap ayoapbliadbl.

Tytiin ce3dep: Xupasima aypyel, amunmi mypi, a/n0blHFbl Hamblp MOUHbI OUCKIKMOMUSICbI, deHe apaJblk Gipikmipy (ACDF),
HelipobeliHesey.
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Abstract

Hirayama disease, also termed as benign distal upper limb amyotrophy, is a rare neurological disorder characterized by progressive
muscle weakness and atrophy, primarily affecting the distal muscles of the upper limbs.

This article describes a clinical case of an atypical form of Hirayama disease, which is extremely rare and associated with serious
difficulties in diagnosis and selection of effective treatment tactics.

The article discusses modern theories of the pathogenesis of the disease, features of the clinical course, as well as the possibilities of
neuroimaging, such as functional magnetic resonance imaging in the diagnosis of this pathology. Specific attention is paid to current methods
of surgical treatment, in particular, anterior cervical discectomy and interbody fusion (ACDF), as an effective way to stabilize the disease during
its progression.

Keywords: Hirayama disease, atypical form, anterior cervical discectomy, anterior cervical discectomy and fusion (ACDF), neuroimaging.



