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BBEJEHUE

Myxkononucaxapunodsl (MIIC) — 1o rpynma pen-
KMX HACJICACTBEHHBIX METa0OJIMUEeCKUX 3a00JIeBaHUIA.
Knunnaeckue mposiBIeHnsI, TaKnue KakK JIMLIEBOU OU3-
Mop®U3M, TTOMYTHEHHNE POTOBUIIEI, 3aIepkKKa (du3mde-
CKOTO pa3BUTHS, YMCTBEHHAsI OTCTAJIOCTh, 3aMeJICHNE
pOCTa, KOHTPAKTYPhl CYCTAaBOB, MHOXXECTBEHHbIN TU30-
CTO3, CHIXKEHME ClyXa, MI3BMEHEHME KJIallaHOB Cepla,
renaTocIjieHOMeraaus, MyrmoYHbIe W MaXOBble T'PbIXMU,
pa3BUBalOTCS TI0 Mepe pocTa nauueHToB [1—4]. B Ha-
crosiiiee BpeMs Wil HecKojbkux TunoB MIIC moctyrm-
Hbl IIpenapathbl (epMEHT-3aMeCTUTEIbHON Tepanuu,
MO3BOJISIIOIIE CHU3UTh TOKCUYECKYI0 aKTUBHOCTb Me-
Ta0OJIUTOB U MPOUIUTD KU3Hb MauueHToB ¢ MIIC [5].

Haubonee pacnpocTpaHeHHbBIMU HW3MEHEHUSIMU
mpu MIIC co cTopoHbI MO3BOHOYHUKA SIBJISTIOTCS Kpa-
HUOBEPTEOpaJIbHBIN CTEHO3 U KUpOoTHIecKast/Kudo-
cKoJMoTUYeCcKas Aedopmanus rpyI0nosSCHUIHOTO OT-
Jejla TTO3BOHOYHUKA, KOTOPBIE MPUBOIAT K TSXKEIBIM
HEBPOJIOTUYECKUM OCJIOXXHEHUSM B BUJE Tape3a Wiu
mnaeruu [5—7].

Kak B oTeuecTBEHHbIX, TaK U B 3apyOeXHBIX CO-
OOIEHMSIX OTHAICHHBIX PE3yIbTaTOB XUPYPrUYECKOTO
JIeYeHUsl TIpaKTU4eckn HeT. [103ToMy MBI MpeacTaBisi-
€M COOCTBEHHOE KJIMHUYECKOEe HaOIoIeHUe.

IlpuBeneHo HabmogeHne mnanueHTKU ¢ MIIC
VI tTumna, xoropasi MoaBeprjiach 3TAITHOMY XUPYpPTH-
YecKOMY JIEYeHUIO MO TOBOLY CTEHO3a MO3BOHOYHOTO
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Puc. 1. BHewHuii BUI MalueHTKY 19 JIeT ¢ MyKOIoaucaxapumao-
30M VI tuna: a — no onepauuu; b — mnocje onepanuu, oTMedya-
€TCsl yJAy4IllIeHUe CaruTTalIbHOTO PO UIs

Fig. 1. The appearance of a 19-year-old patient with mucopoly-
saccharidosis type VI: a — before surgery; b — after surgery, there
is an improvement in the sagittal profile

KaHajga Ha ypOBHE KpaHUOBEPTEOpPaIbHOIo Mepexona
1 Kudo3a rpy1onosiCHUYHOTO OT/eJ1a TO3BOHOYHHUKA.

Ileav Oannoit pabomsl — TIOMYEPKHYTH HEOOXOMM-
MOCTb CBOEBPEMEHHOTO XWPYPrUYeCKOro JeUeHUs To-
paxkeHuit mo3BoHoYHMKa ipu MIIC.

KIMHUYECKUM CIIYUYA

IMon HammM HaOMIONEHWEM HaXOMWTCS TallMeHTKa
¢ MmykomnoyucaxapuaozoMm VI tumna (cuHapoMm Mapoto—
Jlamu) (puc. 1).

IlaTonoruss auarHocTMpoBaHa B Bo3pacTe 7 JIET,
KOrga OTMEYeHa 3alepXKa pocTa U IOSIBJICHHWE KOH-
TPakTyp B KPYIHBIX CycTaBaXx KOHeuHocrteil. Haxomu-
JIach TIOJI MAaTPOHAXEM T'eHEeTHKA 110 MECTY XKUTEeIbCTBA.
OO6yyasach B CIIeLIMAIM3MPOBAHHOM IIKOJIE-MHTEPHATE.
B 10 neT B pe3yabTate nagaeHus BO BpeMsl UTPhI C MSTYOM
cTaja OTMeYaTh HE3HAUMTEJBbHYIO CJIa00CThb B JIEBOM
BEpXHE U HUXKHEN KOHEUHOCTIX. Yepes 6 Mec. TOsIBU-
JIOCh CHVKEHME MBIIIEYHOM CUJIBI M YYBCTBUTEIIBHOCTH
B BEpXHUX U HIDKHUX KOHEYHOCTsIX. KoHCynbTHMpoBa-
Ha HEBPOJIOTOM, IIPOBEACHO MAarHMTHO-PE30HAHCHOE
Tomorpaduueckoe (MPT) wucciemoBaHue TOJOBHOIO
MO3ra — IIaTOJIOTMU He BhIsIBIIeHO. Havara depmeHT-
3aMeCTUTEeIbHAas Tepanus (Tancyibdaszoii). C TedeHreM
BPEMEHU OTMEYAIOCh YCYIyOJIeHHE HEBPOJIOTHYECKUX
cuMnToMoB. BrimonHeHo MPT mieiiHoro otaena mo-
3BOHOYHMKA, Ha KOTOPOM BBISIBJIEH CTEHO3 Ha YPOBHE
KpaHUOBEPTEOpaILHOTO TIepexoaa (puc. 2).

IMaummentka o6patunmace B HMMWMIL TO wum.
H.H. IIpuopoBa ¢ KIMHUKOU TeTpamnape3a. YUYUThIBas
IIPOTrPECCUPYIOIIYI0O HEBPOJIOTUIECKYIO CUMIITOMATHUKY,
PEKOMEHIIOBAHO XMPYPTUYECKOE JIEYEHUE B CPOYHOM
nopsinke. B oTmeneHun maToIoruy MO3BOHOYHUKA BhI-
MOJIHEHA oIlepalMsl: HaJIOXeHMe rajo-Kosbia. Jlamu-
HeKTOMUS M03BOHKOB C1, C2, C3, pe3ekuus 3agHero
Kpasi OOJIBIIIOrO 3aThIIOYHOIO OTBEPCTHSI, AEKOMIIPEC-
CHSI CIIMHHOrO Mo3ra, okuunurocrnonawione3 C0—Co,
3aTHUN CIIOHIMIONE3 ayTOKOCTEIO (puc. 3). Ha MmoMeHT
BBIITOJTHEHMS OITepalliy NalueHTKe ob11o 15 jet. Yepes
2 Heq. TocJe TIPOBEICHHOTO JICUCHUS B HEBPOJIOTHYE-
CKOM CcTaTyce OTMEYaeTcs ITOJOXWTEJIbHAs ITWHAMU-
ka (ASIA B>>C). IIpu KOHTpOJIBHOM OCMOTpE uYepe3
6 Mec. — XoauT ¢ moaepxkoii. Yepes 1 ron mocie ore-
pay — TIepeaBUTACTCS CAMOCTOSITEILHO.

B mepuomnepallmoHHOM MepUoOAe Y MTaHHOM ITally-
€HTKU BBISIBJICHO Hammuue KudoTmdeckou nedopma-

Puc. 2. MaFHTHHO—peC&OHaHCHaﬂ TOMOI'pamMmMa ILIENHOro oTnesaa MO3BOHOYHUKA, OTMEYAETCS Bpra)KeHHbIﬁ CT€HO3 IMO3BOHOYHOIO

KaHaJla Ha ypOBHE KPaHMOBEPTEOPAIbHOTO Mepexona (CTPesIKM)

Fig. 2. Magnetic resonance imaging of the cervical spine, marked stenosis of the spinal canal at the level of the craniovertebral junction (arrows)
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Puc. 3. PCHTFGHOFpaMMa 1 KOMIIBIOTEPpHas TOMOrpaMMa LIeW-
HOro oraejia mMo3BOHOYHMKA ITOCJIEC onepanunu, IMOJOXKCHUE MEC-
TAJJIOKOHCTPYKI MU MpaBUJIIbBHOE

Fig. 3. Radiographs and computed tomogram of the cervical
spine after surgery, the position of the hardware is correct

MM TPYIOIOSICHUYHOIO OTAeNa MO3BOHOYHUKA (34°)
C OYaroM MueJionaTuu Ha BepuivHe Kudosa (YpoBeHb
Thl1l). PexoMenmoBaHO mUHAMHMYECKOE HaOIIONCHUE
U TJIAHOBOE XUpypruueckoe jeyeHue. OnHaKoO OT Ipe-
JIOXKEHHOTO JIeYeHUs] MallMeHTKa oTKazaiach. Yepes
4 roma Tocje TepBOM Olepaly cTajaa OTMedYaTh TPYI-
HOCTHU TIpU X0fb0e, CI1a00CTh B HUXKHUX KOHEYHOCTSIX,
HapylleHde OajiaHca TYJIOBUINA, BbIpaXXEHHBIC OO
B 00J1aCTH TPYIOIOSCHUYHOTO OTAeNa ITO3BOHOYHUKA
(8 6aI0B IO BU3yalIbHO aHAJIOTOBOM 1Kae). Ha peHT-
TeHOTpaMMax yroJ JoKajabHoro Kugo3sa no Cobb cocra-
Bua 50°. CornacHo manHeIM MPT, ouar MuenonmemMun
yBeam4uics (puc. 4).

B cBs3u ¢ BbllIeyKa3aHHBIMU MU3MEHEHUSIMU Ta-
IIMEHTKE BBIMTOJHEHA OMepalus: TPaHCIEeAUKYIsIp-
Hasa ¢ukcanus Th9—L1, koppexuus kKudoTrdeckou
nedopmanuu. JlaMmuHaKkTOMUS T03BoHKa Thll, me-
KOMITpECCUSI CHIMHHOTO MO3Ta. 3aAHUI CTIOHIMIONE3

Puc. 4. MarHUTHO-pe30HaHCHAsI TOMOIpaMMa TPYIOTIOSICHUY-
HOTO OTIeJia MO3BOHOYHUKA, OTMEYAeTCsI oYar MUeJonaTU Ha
ypoBHe no3BoHKa Thll

Fig. 4. Magnetic resonance imaging of the thoracolumbar spine,
there is a focus of myelopathy at the level of the Th1l vertebra

ayTOKOCTbIO, yroj Koppekuuu coctaBua 30° (puc. 5).
B mocieorepalnoHHOM TIepUOJie OTMEYEHO CHUXKE-
HHUe 00JIeBOTO CMHIpPOMa 10 3 0aIOB MO BU3yaJbHO
aHajoroBoll mkane. HasHaueHO HOIIeHHWE TPyHO-
MOSICHUNYHOTOo KopceTa Ha 3 Mec. Uepe3 moaroma Ha
KOHTPOJIBHOM OCMOTpE TMallMeHTKa XOOUT CaMOCTO-
aTenbHO 0e3 TonmmepXKW. Ha KOHTPONBLHBIX pEHT-
reHorpaMMax 4epe3 4 roma IMoTepU KOPPEKIHMU He
BBISIBJICHO.

OBCYXJIEHUE

XUpyprudeckKue METOmbI, MCITOJb3yeMble Y TIaIlu-
eHToB ¢ MIIC, BapbupyloT MexXIy MeTULMHCKUMU
LEHTpaMU M B 3aBUCHMMOCTHM OT KJIIMHWUYECKOW CHUTya-
LMY, TaKO KaK HajJu4ue M CTEelNeHb HeCTaOWMJIbHOCTH
IIETHOTO OTae A, MECTO KOMITPECCUU CITMHHOTO MO3Ta,
KOJIMYECTBO YpOBHeH cTteHo3a [8—12]. MHCTpyMeHTAIb-
Hasl CTaOMIM3alMs PeKOMEHIYEeTCs IIs1 MPOPUIAKTUKU
pa3BUTHSI HECTAOMJIBHOCTH M PyOILIOBOTO CcTeHOo3a [12,
13]. B GOJBIIMHCTBE CIy4YaeB BHIITOIHSIETCS JopcaibHast
JIEKOMIIPECCHS, Naxe eCIM HaKOIUJICHHWE TJIMKO3aMU-
HOIJIMKAHOB B OCHOBHOM (POHTAJIbHOE, MOCKOJBKY
TepeaHsIsT IeKOMITpeccus 0osee CIoXKHa M3-3a OJIM3KO-
IO PacIIOJIOXEHHUs Tpaxeu, MUILIeBOIa, sI3bIKa 1 IIIUTO-
BUIHOM Xene3Hl [14, 15].

B ciiyyae MHOTrOypOBHEBOIO CT€HO3a CHayaja He-
00XOOVMMO BBITIOJTHUTh AEKOMIIPECCHIO 00JIaCTU Hau-
OoJipllIero pucka (4aie BCero ypoBeHb KpaHMOBEPTE-
OpasibHOrO oTaesa). XUpypruyecKux peKoMeHIauii mo
JIEKOMITPECCUH CITMHHOTO Mo3ra st Bcex Tummos MIIC
Ha CETONHSIIIHUI JeHb HE CYIIECTBYET U3-3a IIIUPOKOro
apceHajla METOIOB M TeXHUK, UCITOJb3yeMBbIX B pa3HBIX
KJIMHUKAX U OCHOBAaHHBIX Ha COOCTBEHHOM KJIMHUYE-
CKOM OIIBITE, YTO OOYCJIOBJIEHO PEAKOCTBHIO 3a00jeBa-
Hus [11].

Puc. 5. PentreHorpaMMbl rpy10MOsICHUYHOTO OT/IeJIa TO3BOHOY-
HUKa TOocJie Olepalu, OTMeYaeTcsl BbIpaXXeHHash KOPpPeKLUs
nedopMauny, yroj KOppeKUU COCTaBWII Iopsiaka 30°

Fig. 5. Radiographs of the thoracolumbar spine after surgery,
there is a pronounced correction of the deformity, the angle of
correction was about 30°
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B nybaukauusx oObIYHO IMPUIEPKMBAKOTCS TOYKU
3pEeHUsT paHHETO JIeUeHUs] KpaHNOBEPTEOPATbHOTO CTe-
Ho3a y mauueHToB ¢ MIIC, npexie yeM pa3oBbETCS He-
obpaTumMas TMC(PYHKLMS CIIMHHOTO Mo3ra [4].

B cooO1ieHusix KIMHUYECKUX CIIydyaeB TOBOPUTCS,
YTO XMpyprudeckas J1eKOMIIPECCHsT M/WIu CTabuaIn3a-
1Ms1 0e30IacHbI M MPUBOMAST K YIYYIIEHUIO HEBPOJIO-
TMYECKOTo CTaTyca, XOTsl OTHaJeHHble pe3yJbTaThl He
BCEra XOpOIIO ONMUCAaHbl WX He MpeAcTaBieHs! [9, 11,
16, 17].

TpyaHo onpeneauTb ONTUMaTbHbBIE CPOKU TSI BMe-
1I1aTeIbCTBA, MOCKOJbKY MOTEHIIMAIbHBIE TTPEUMYIIIe-
CTBa JEKOMITPECCUU JTOJKHBI ObITh COOTHECEHBI C BbI-
COKMMHU PUCKaMU, CBSI3aHHBIMU KaK C aHecTe3uei,
TaKk M ¢ camoil onepanueir mpu MIIC. Bonee Toro,
CTeTIeHb KOMIIPECCHUM IIpM JIy4eBOW BU3yaau3alluu
He 00513aTeIbHO KOPpPeJUpyeT C HEBPOJOTMYeCKUMU
nposiBeHusiIMU. Hanuyue mpu3HaAKoOB U CUMIITOMOB
MUEJIONaTuM SBJseTCsl abCOMIOTHBIM MTOKa3aHUeM s
ornepaliuu. OTHOCUTEIbHBIMU TTOKa3aHUSIMU MOTYT
OBITh BBIpaXX€HHAs HECTAOMJIBHOCTb (>8 MM) M U3-
MEHEHHE B CIIMHHOM MO3re (o4aru MuejornaTuu) Ha
MPT [18].

HexkoTopsie aBTOpBI peKOMEHAYIOT TpoduIakThIe-
CKYI0 TEKOMITPECCHUIO M/MN (PUKCAIIMIO Y TTAIeHTOB
¢ MIIC IV tuna B panneM Bo3pacre [19, 20]. ITpo6re-
Ma ¢ 3TUM MOJXOAOM 3aKJII0YaeTcsl B BHICOKOM pUCKE
peluuanBa CTeHo3a, 4acTo TpeOymollero MoBTOPHOM
ornepaunu. [ToBTOpHOE XUPYypruyeckoe BMellaTeNlb-
CTBO HEpENKO 3aTPyIHEHO M3-32 HAJIMYMS PYOLIOBOM
TKAHU ¥ U3MEHEHUS aHAaTOMWM, a HaJUuUe MeTao-
(bukcaiuu BbI3BIBaeT apredakThl MPU TMPOBEACHUU
MPT. OnpnHako, ecim orepauusl ITPOBOIUTCS CIIWII-
KOM MO3IHO, TeKOMITPECCHS TSKEJIOTO CTEHO3a MOXET
MPUBECTU K OTEKY CIMHHOTO MO3ra U, B KOHEYHOM
WTOTE, K maparnieruu [21].

Bo3MoXHbBIE OCTOXHEHMS KOMILIEKCHOM XUpYp-
MU TIO3BOHOYHMKA BKJIIOYAIOT YXYALIEHUE MOTOPHOM
(byHKUIMM U3-32 TOBPEXAEHUST HEPBHBIX CTPYKTYP, UH-
¢exuuu u peunauBa cteHo3a [17].

IMocne nexkomripeccuu MOXKET TOTPeOOBAaTHCS XU-
pyprudeckasi KOppeKIiys 1 ctabmnmsanus aedopmaiun
MO3BOHOYHMKA TIpy Kuose wim Kudockoamose [11].
Pa3BuTre npoKcuManbHOrO MepexonHoro Kudosa win
JIMCTAIbHOU TepeXoqHON HecTabWIbHOCTH Tociie (op-
MMPOBaHUSI CIIOHAMJIONE3a TakxKe TpeOyeT MpOoIIeHUs
YPOBHEl (bUKCALIMU U SBISIETCS YaCThIM OCJIOXKHEHUEM
y nauueHToB ¢ MIIC VI tuma [9].

Kpowme Toro, mamueHTBl ¢ OOCTPYKUMEH IbIXaTe/lb-
HBIX TIYyTe, PECTPUKTUBHBIMU 3a007I€BAaHUSMU JIETKUX,
3a00JIEBAaHUSIMU  CEPIACYHO-COCYIUCTON CUCTEMBI WU
MpU UX COYETAaHWU HMEIOT BBICOKMI PUCK DPA3BUTHUS
OCJIOXKHEHUI BO BpeMsl MPOBENEHUSI aHECTE3UU, HAPY-
1IeHWe BEHTUJISILIMOHHON (DYHKIIMU JIETKUX TPUBOIUT
K HEOOXOAUMOCTHU 3KCTPEHHOI TpaxeocTtomuu [22, 23].
Y nanueHToB ¢ HECTAOUIBLHOCTBIO U TTOIBBIBUXOM B aT-
JJAHTOOCEBOM CYCTaBe BO BpeMsI MHTYOAlIMU MOXKET BO3-
HUKHYTh TIaTOJIOTMYecKasl TOIBMXHOCTb, YTO MPHUBO-
JIUT K TIOBPEXIEHUIO CITMHHOTO Mo3ra. Takxke omnucaH
WH(}paPKT CIMHHOTO MO3Ta B TPYIHOM OTIEJIE BO BPEeMsI
KpPaHUOIEPBUKAIBHOW JIEKOMIIPECCUU B TOJIOXKEHUN
JIexXa Ha XUBOTe [24].

Hcnonb3oBaHue MHTpaoNEepallMOHHOTO Heipodu-
3MOJIOTUYECKOTO MOHUTOPUHIA CUMUTAETCSl 00s13aTesb-
HeIM [11, 25]. Ero pekomeHayeTcs IpUMEHSITh Ha BCEX
9Tarax JieyeHusi, HauMHas ¢ UHTYy0allMU B TIOJIOXKEHUHU
Ha CIIMHEe, KOHTPOJISI TIepeBOpOTa IMallMeHTa Ha XKUBOT
1 Ha TIPOTSKEHMH XUPYPTUIEcKoro tara [26].

3AKJTIOYEHUE

XUpypruueckux peKoMeHIaluil Mo JIeYSHUIO CTe-
HO3a MMO3BOHOYHOTO KaHana y namueHToB ¢ MIIC Ha
CETONHAIIHUI IOeHb He CYIIeCTBYeT, JUOO OHU Ha-
XOmATCSI Ha CTaguu pa3pabOTKH. DTO OOYCIOBIIEHO
PEIKOCTBIO TTATOJIOTHH, ITUPOKUM CIIEKTPOM METOHOB
W TEeXHUK, MIPUMEHSIEMBIX B Pa3HBIX KIIMHUKAX U COD-
CTBEHHOM OIIBITE XUPYProB. A BBICOKMI aHECTE3M-
OJIOTUYEeCKM puck y maumeHToB ¢ MIIC Tpebyer
TIIATEJbHON OLEHKM (haKTOPOB pUCKA A0 OMNEpaluu.
Mbl npuaepXuBaeMcsl TOYKM 3pEHUSI paHHETO Jiede-
HUS KpaHMOBEPTeOpaJIbHOIO CTEHO3a y MAaLMEHTOB
¢ MIIC, npexne yeM pa3oBbeTCSl HeoOpaTUMasl IUC-
¢GbyHKUMS CIIMHHOTO Mo3ra. B ciyyae creHo3a Ha He-
CKOJIBKUX YPOBHSIX CHayajla HeOOXOAMMO BBIIIOJHSTH
IEKOMIIpECCHUIO 00JIaCTH HaMOOJIBIIEro pucka (Jalie
BCEro YpOBEHb KpaHMOBEPTEOPATBHOTO OTAEIA) V Ta-
nueHToB ¢ MIIC. Takoit cTyneHYaTHIi TTOIX0 TT03BO-
JISIET JOCTUTHYTDH XOPOIINX OTHAJEHHBIX Pe3yJbTaTOB,
Kak IT0Ka3aHO B HallleM KJIMHWYEeCKOM HaOIIOACHUU.
Tem He MeHee HeOOXOOMMBbI MydaMKaLUU Oosee JJU-
TeJIbHBIX HAOIIOACHMIA.
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