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OnucaH KAMHWYECKMI Clydan XMPYPru4eckoro ae4eHuss KOMOUHMPOBAHHOW MaTo/0rMu MO3BOHOYHMKA y pebeHKa
c cuHapom lypnep. Noapo6HO onucaHbl nokalaHus, OCHOBHbIE GaKTOPbl PUCKaA U 0COBEHHOCTHU ONMepaTMBHOIO J1I€4YEeHNSs
naTos0rMmM NO3BOHOYHMKA MPU 3TON HO30J10MMKM, NPOaHaIM3uPOBaHbI NOAX0Abl N0 AaHHbIM AuTepaTypbl. 060CHOBaHHUe.
lNpuBeaEHHbIM KIMHUYECKUM MPUMEPOM Mbl XOTUM NPUBJIEYb BHUMaAHNE KOJIEr K 3TOHM NpobaemMe, Nog4epKHyTb 0COBEH-
HOCTH OPTONEANYECKMX NPOABIEHNI Y NaLUUEHTOB ¢ MyKornoancaxapnaodom, tmn IH (MIC IH). Oa4HUM M3 BaXHbIX MyHKTOB
SIB/ISETCSI CBOEBPEMEHHOE WX BbISIBJEHME U XWpYypruyeckoe siedeHue. OnucaHue KAMHMYEeCKOro ciay4as. B gaHHon
cTatbe NpUBEAEHO OnMMcaHne OCOBEHHOCTEHN XMPYPruYeCcKOro Jie4eHus natosormm no3BOHOYHUKA y nauyneHta ¢ MIIC
IH — ¢ nporpeccupyrouien KnpoTniecKon gecopmarimer, CTEHO30M M HECTabnU/IbHOCTbIO Ha YPOBHE KpaHMoBepTebpasb-
HOro nepexoja, Bblpa)KeHHbIM HEBPOJIOMMYECKMM AEDULMTOM, QYHKLUMOHAIbHBIMMW HaPYLLIEHUSIMU CO CTOPOHbI BHYTPEHHUX
opraHoB. 3aknt4eHne. [1s nauneHToB ¢ MIC xapakTepHa MHOroypoOBHeEBas opTorneandyecKkas natosaorus, Kotopas Tpe-
b6yeT HernpepbIBHOro Hab1logeHNs1 B TEYEHNE BCEH KN3HM OAHOM MHOIronpoguibHON KOMaHAoN crneymaamcToB.
KnroyeBble cnoBa: KIMHUYECKUI Clly4an, TM30COMHbIE 601€3HM, MyKoroamcaxapuaos, i IH, Bo3pacTtHas u npogeccu-
OHa/lbHasi NPeeMCcTBEHHOCTb, MHOrOypOBHEBAas MaToJiorusi MO3BOHOYHMKA, HECTabM/IbHOCTb, CTEHO3, KpaHMoBepTebpasb-
HbIY nepexoa, KnpotnyecKas geopmanns, OKUMIMTOCMOHANIOAE3, KOPPEKLMS AedopMaLnmn
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OBOCHOBAHME e MIC Il (cnHapom XaHTepa);
Mykononucaxapugo3s (MINC) — opdaHHoe 3abonesa- e MIC Il (cuHgpom Candununno A, B, C, D);
ne, oTHoCsLeecs K rpynmne IM30COMHbIX 601e3HeN HaKo- e MIC IV (cuHgpom Mopkuo A, B);
neHus. U3BecTHO 7 TMNOB MyKOMoJsiMcaxapuaosa: e MIC VI t1n (cuHapom MapoTto—Jlamu);
MIC | — cuHgpom lypnep (MMNC IH — Tsxkenas ¢op- e MIC VIl Tvn (cuHapom Cnas);
ma), cuHapom Lene (MIMC IS — nerkasa ¢opma), CUH- e MIC IX T1n (cuHapom HatoBwmya) [1-6].
apom lypnep-LWene (MMNC IH/S — npomexyTo4Has HakonneHnune rnukodamuHornnkaHoB ([AlN) Bbi3biBaeT
dopma); 3allepXKy GU3NYECKOro pasBUTUSA, YMCTBEHHYIO OTCTa-

Polina V. Ochirova, Sergey O. Ryabykh, Tatyana V. Ryabykh

The Russian llizarov Scientific Center for Restorative Traumatology and Orthopaedics,
Kurgan, Russian Federation

Aspects of Surgical Treatment of Spinal Pathology
in the Patient with Gurler Syndrome

The clinical case of surgical treatment of combined spinal pathology in the child with Gurler syndrome is described in the article.
Indications, major risk factors and aspects of surgical treatment of spinal pathology at this nosology are described in detail; all the
approaches are analyzed according to the literature. Background. We would like to draw the attention of our colleagues to this prob-
lem with this clinical case. We want to emphasize the peculiarities of orthopedic manifestations in patients with mucopolysacchari-
dosis type IH (MPS IH). The most crucial is timely detection and surgical treatment. Clinical case description. This article describes
the aspects of surgical treatment of spinal pathology in the patient with MPS IH: progressive kyphotic deformation, stenosis and
craniovertebral junction instability, significant neurological deficit, internal organs functional disorders. Conclusion. Patients with
MPS are characterized by multilevel orthopedic pathology which requires continuous follow-up throughout the life by single multidis-
ciplinary team of specialists.

Keywords: clinical case, lysosomal storage diseases, mucopolysaccharidosis type IH, age-associated and professional continuity,
multilevel spinal pathology, instability, stenosis, craniovertebral junction, kyphotic deformation, occipitospondylodesis, orthesis

For citation: Ochirova Polina V., Ryabykh Sergey 0., Ryabykh Tatyana V. Aspects of Surgical Treatment of Spinal Pathology in the Patient
with Gurler Syndrome. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2021;18(1):23-30. doi: 10.15690/pf.v18i1.2221

PEDIATRIC PHARMACOLOGY. 2021;18(1)


https://creativecommons.org/licenses/by-nc/4.0/
https://crossmark.crossref.org/dialog/?doi=10.15690/pf.v18i1.2221&domain=pdf&date_stamp=2021-02-26

CLINICAL CASE

K/TMHUYECKOE HABJIOAEHUE

NOCTb, OrpyGAEHUE YePT NNLA, NOPAXKEHUE rNas, KeCcTKue
BOJIOCbI, UBMEHEHME KOXHbIX MOKPOBOB, renaTocnjieHomMe-
ranuvio, 4acTble pecnupatopHble MHOEKUMU, NpUBOASLLME
K [blXaTesbHOW HEeJOCTAaTOYHOCTHU, HAPYLIEHUS CO CTOPOHbI
Cceplle4HO-COCYANCTON CUCTEMbI, CKENETHYIO AMCNA3UIo [7,
8]. MHOXXeCTBEHHbIE AN30CTO3bl MPOABAAOTCS NPU POXKAE-
HWUKW 1 ¢ rogamu nporpeccupytot [4, 9, 10]. Ha cerogHAwwHWM
OeHb depMmeHTo3aMecTuTenbHaa Tepanua (P3T) paspa-
60TaHa ToNbKo Ans 4vetbipex Tunos: MIC | (napoHugasza
¢ 2008 r.), MIC Il (maypcynbdazda ¢ 2008 r.), MINC VI (ran-
cynbdasza ¢ 2009 r.), MINC IVA Tuna (anocynbdasa anbda
¢ 2018 r.). bonbwon npobnemon octaetcad AOCTYNHOCTb
HenpepbIBHOM TapreTHOM Tepanuu 1 CBOEBPEMEHHAA Myb-
TUAMCUMNIMHAPHAS OLlEeHKa COCTOSIHUS MaLMEHTOB, OCO-
6EeHHO C MO3WULUMK 3anporpaMMMUPOBAHHOIO YCyry6ieHus
COMaTUYEeCKOro, HEBPONOrMYECKOro M (YHKLIMOHANBHOIO
cTaTyca.

PasBuTne opToneaMyeckon naTonoruv, B TOM 4uche
M NaTonorumn NO3BOHOYHMKA, cleflyeT paccMaTpuBaTth B KOH-
TEeKCTe opToneanyecKmx 0CNoXXHeHU [11-13]. 310 Bbipaxa-
eTcsl B runepMoGuIbHOCTM ly4e3ansacTHbIX CYCTaBOB, KOH-
TpaKTypax KPYMnHbIX CYyCTaBOB B COYETAHUMU C TYHHEbHbIMM
CMHAPOMaM#u, 4TO MposBnseTcs npobnemamu camooGChy-
MBaAHUS U HU3KUM KayecTBOM XW3HW. HauGonee onac-
HbIM OCnoXHeHneM npu MIC aBngTcs HecTabWbHOCTb
M CTEHO3 Ha YpPOBHE KpaHWoBepTebGpanbHOro nepexosa,
HanMuyne KMbOCKONMOTUYECKON aedopmaLMm NO3BOHOYHM-
Ka KpalHe TSKenon CTENEHU Ha YPOBHE rpy0NoOsCHUYHOIO
nepexoaa. MNpu MIC IVA n VI 3T0 9BNSETCa NPUYMHON pa3s-
BUTMA HeBposorumyeckoro geduumuta. 1o U onpepensiet
HEO6X0AMMOCTb MOHMTOPMHIa KaK OPTONeAMYECKOro, Tak
W HEBpPOJOrM4yecKoro ctatyca. Cneayet BblAENUTb «KPaCHble
dnarv», Kak NPOrHOCTUYECKMU XKMIHEYrpoXKatoline cocTos-
HMS, TpebytolllMe CBOEBPEMEHHOIO ONEPATUBHOIO JIEHEHHUS.
XUPYpPruyecKyto KOPPEeKLMI0O OPTOMNEeAMYECKUX NaTONOruim
Heo6X0MMO paccMmaTpuBaTb KaK NPodUIaKTUKY Hapac-
TaHUS U NIMKBUAALMKW MOTEHLMANbHO MWU3HEHHO BaXKHbIX
OCNOXHeHUn [9, 14, 15].

PaHee Mbl ye MOAPOGHO OMUChbIBaNW aHECTE3MOOrm-
4yecKMe 0COBGEHHOCTM BO BPEMS MPOBEAEHUS XWUpypruye-
CKOW KoppeKuun KndoTuyeckon aedopmaumun y pebeHka
¢ MIC IH [16]. NMpoaonKaem onnucaHue KIANHUYECKOro Chy-
4yasa naumeHTa ¢ cMHApPOoMOM [ypnep ¢ akUueHTOM Ha 0CO6EH-
HOCTWU XWMPYPTrMYECKOM KOPPEKLIMM MHOFOYPOBHEBOW OPTO-
neM4ecKon NaToNornm NO3BOHOYHUKA U MPEEMCTBEHHOCTb
B IE4YEHUMN.

KJMHUYECKHUHA NPUMEP

MaumeHT 2008 r.p. HaxoAUTCHA Ha Kypauuu crneuunanu-
ctoB HMWL, TpaBMaTonornn n optoneamm MM. akajJemuKa
[A. UnuzapoBa ¢ 3,5 net. BnepBbie B Nofie 3peHus nonan
3a 4 Mec 0 onepaTtuMBHOro BMeluatensctea. B HMWL, Tpas-
MaTosiorMmM 1M opTtoneaum Mm. akagemuka [LA. MinusapoBa
B OTAE/IEHUN HENPOXUPYPIUM HAXoamMCcs No NoBoAYy GbICTPO-
nporpeccupytouen kudporTnieckon gepopmanmm NoO3BOHOY-
HUKa KpawmHe TSXKEeNoW CTEeneHWu Ha ypoBHEe rpygonosc-
HWYHOro oTaena. Ha MoMeHT ocmoTpa poauTenn pebeHka
oTMeYann GbICTPYIO yTOMASIEMOCTb Npu xoab6e, HapacTaHue
cnabocTM B HWMXKHMX KoHeyHocTax. Co crnoB poauTenew
M MEAMLUMHCKOM [OOKYMEHTaUMU M3BECTHO, 4TO Pe6eHOoK
6oneH ¢ poxaeHus. B 10 mec reHeTM4YecKn NMOATBEPKAEH
AWarHo3 «cuHapom [lypnep». AnnoreHHass HepoOACTBEHHas
TpaHcnaHTaLMsl FeMOMNO3TUYECKMNX CTBOJSIOBLIX KJETOK MpPo-
BeaeHa B 1 rog 8 mec.

Mpn ocmoTpe BU3yanuaupoBancs Kudo3 Ha ypoBHe
rPyAONOSICHUYHOrO nepexoaa, TYronoABUKHOCTbL B Ta3obe-
[PEHHbIX, KOJIEHHbIX W JIOKTEBbLIX CycTaBax (puc. 1a).

Ha ¢oHe O6ypHO nporpeccupylowen KudoTU4ecKomn
nedopmaummn Habnwganocb HapacTaHWe HEBPONOTrMYECKO-
ro geduumuTa.

Mo AaHHbIM MHCTPYMEHTA/IbHbIX WMCCNELOBaHUI OTMe-
Yyanacb KudocKonnotTuyeckasa agedopmanmns No3BOHOYHNKA
(kndo3 no Cobb — 65°, NPaBOCTOPOHHAA CKONMOTUYECKAsA
nedopmauma — 18°) (puc. 16).

Mo gaHHbIM KOMMNbtoTepHOW (KT) U MarHMTHO-pe30oHaHC-
Hon (MPT) ToMorpadum no3BOHOYHMKA OTMeYasacb TaKxe
KudoTmyeckaa gedopmalus coO CTEHO30M MO3BOHOYHOIO
KaHana Ha ypoBHe Thyo—L4 10 8,5 MM (puc. 1B, I).

B otpeneHunn Hewpoxupyprum HMWL, TpaBmaTtonorum
n optoneaum M. akagemuka ILA. Unnsaposa 14.03.2012
nepBbIM 3TanomM NPOBeAeHbl NOCErMEHTApHan KOPPeKLHMS
M 3aAHAAS MHCTPYMEHTaNbHas ¢uKcauMa MO3BOHOYHMKA
Ha ypoBHe Thg—L3 TpaHCNeaAnKynapHoM CMCTEMON. 3aaHNI
JIOKanNbHbIKA cnoHaMnoaes.

Mocne npoBeAeHHOro OMNepPaTUBHOMO JIE4EHUS OTMeva-
Nnacb NONOXMUTENbHAs HEBPONOrMYecKas AMHaMUKa B BUaE
cTabunmnsaumm pedneKkcos.

Puc. 1a. BHewHui BUA pebeHKa Ao onepaTtuBHOro nevyexus [16]
Fig. 1a. Child general appearance before surgical treatment [16]

Puc. 16. PeHTreHTENEmMeTpus rpyaHoro 1 NoSCHUYHOro OTAEN0B
NO3BOHOYHMKA B NPSAMON 1 6OKOBOKW NpoeKuusax. Kndotnyeckas
nedopmaumsi N03BOHOYHUKa — 65° no Cobb [16]

Fig. 1b. X-ray telemetry of thoracic and lumbar spine in frontal
and lateral view. Kyphotic deformation of the spine — 65° on Cobb
scale [16]




Mo AaHHbIM PEHTreHTeneMeTpuM NO3BOHOYHWKA OPTO-
neguMyecKas natonorms yctpaHeHa. CaruTTanbHbi 6anaHc
BOCCTaHOBNEH (puc. 14, e).

MNepnoa rocnutanuM3dauum pebeHKa coctaBun 25 gHen.
MauneHT BbiNWUCAH B YAOBNETBOPUTENbBHOM COCTOSIHUM
JOoMOW noja HabnwgeHue optoneaa, neamatpa, HeBposora
no MeCTY WUTeNbCcTBa.

ExxerogHo peb6eHOK Habnoaancs Hamu B TedeHme 5 ner,
BbIMOMHANCSA KOHTPOJIb MONOXKEHUA MEeTaNIOKOHCTPYKLIUK
C LieNblo UCKTI0YEHUS Pe30P6LIMK BOKPYT BUHTOB, GpaKTypbl
KOHCTPYKLMK, NporpeccupoBaHma aebopmaLmnm no3BOHOY-
HUKa.

B ceHTa6pe 2017 r. poaguMTeNnu cTanu NpeabsaBasTh Kano-
O6bl Ha HapacTaHue y pe6eHKa cnaboCTy B BEPXHUX U HUKHUX
KOHEYHOCTSX, Ha HannymMe 60/1eBOro cMHApPOMa B 06/1acTH

Puc. 1B. KT no3BOHO4YHUKa Jo onepauuun. ToTanbHas
NAaTUCNOHANNNS, CTPYKTYPHbIE U3SMEHEHUSA TEN BEPLUMHHBIX
NO3BOHKOB (BEPLUMHHBIA KIMHOBUAHBIM NO3BOHOK) [16]

Fig. 1c. Spine CT before surgery. Total platyspondylia, structural
changes in apical vertebral bodies (apical wedge-shaped
vertebra) [16]

KRASIL)

Puc. 14. PeHTreHTenemMeTpums rpyaHoro u nosiCHUYHOro
OTAEN10B MO3BOHOYHMKA B NPSIMOM M GOKOBOW NMPOEKLMSAX Noce
onepaTtMBHOM KOppeKLun [16]

Fig. 1e. X-ray telemetry of thoracic and lumbar spine in frontal
and lateral view after surgery [16]

MKPOHOXHbIX MbllL, 06EUX CTOM, Ha HapylleHWe NMOXOAKH,
ObICTPYIO YTOMAAEMOCTb.

MOBTOPHO B K/IMHMKY MaTONOrMM NO3BOHOYHWKA M pea-
Kux 3aboneBaHunin LleHTpa NnusapoBa pebGeHOK NOCTynun
07.03.2017.

Ha MOMEHT ocMoTpa oTMevanocb nerkoe orpybneHue
4YepT nua, YKOpoYeHHble Wwes 1 TynoBuile, 604koo6pa3Has
aedopmauma rpyaHoOM KNETKU, KOPOTKME MyX/ble KUCTH,
TYronoABUXHOCTb B Ta306€APEHHbIX, KOIEHHbIX U JIOKTEBbIX
cycTaBax, BafbrycHas aedopmalmns KONEHHbIX CycTaBOB,
NAOCKOBanbrycHas gedopmauus roneHoCTOMHbIX CycTaBoB
(8 2012 r. TYyronoABUXHOCTU B Ta306€4pPEHHbIX, KONEHHbIX
W NNOKTEBbIX CycTaBax, BajbrycHoM aedopMaLnmn KONEHHbIX
CYCTaBOB, MNOCKOBaNbIryCHOM AepopMaLIMm roNEeHOCTOMHbIX
CyCTaBOB He Habnganock). B o6nactn npoeKumm OCTUCTbIX

Puc. 1r. MPT rpyaonosiCHU4YHOro oTaeNla NO3BOHOYHMKA.
CTeHO03 M03BOHOYHOIO KaHana c KomMnpeccuem CNMHHOro
Mo3ra [16]

Fig. 1d. Thoracolumbar spine MRI. Spinal stenosis with
compression of spinal cord [16]

Puc. 1e. BHewHUn Bua pebeHKka nocse NpoBeAeHHOro
ornepaTuMBHOro nevyeHuns [16]
Fig. 1f. Child general appearance after surgical treatment [16]
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CLINICAL CASE

K/TMHUYECKOE HABJIOAEHUE

OTPOCTKOB Ha YpOBHE rpPyAoMNosiCHUYHOro nepexoja Buaya-
NM3MpoBanca nocneonepaumnoHHbiin pybel, ATMHHON OKOMO
12 cm, 6e3 npu3HaKoB BocnaneHus. banaHc TynoBuuia
coxpaHeH. Xogmn 6e3 BcrnoMoratesibHbIX CPeaCcTB Onopbl,
HefoNro, BO3HUKana 60/b B 061aCTU MKPOHOMHbBIX MbILL,
obeunx cTon.

B HeBponormyeckom cratyce oTMeyanocb MOBbIWeEHUE
MbIWEYHOro TOHYCa B BEPXHMX M HUIKHUX KOHEYHOCTSX,
CHWXeHWe cunbl go 3,0 6annoB B BEPXHUX KOHEYHOCTSX
n 8o 3,5 6an0B B HUXKHUX, TaKXKe OTMEeYanocb NOBbIlWEHNE
CYXOXMNbHbIX PedNEKCOB (BbICOKME KONIEHHbIE U aXMINOBbI
pedneKchl). PU3M0NOrMYecKne oTnpaBieHNs B HOPMe.

E)erogHo Konneramu KOHTponupoBasncs ypoBeHb dep-
MeHTa anbda-L-ngypoHnaasbl. ITOT NoKasaTelb Haxoanncs
B Npeaenax Hopmbl, BBMAY aToro ®3T naumeHT He nonyyan.

Mo [fgaHHbIM pEeHTreHTenemMeTpum MNO3BOHOYHMKA
B ABYX NMPOEKLMAX OTMEYanocCb COXpaHeEHMe carntranbHOro
N GpoHTaNbHOro Npodunsg NO3BOHOYHOIo CToN6a, CTabuib-
Hoe MoJsioXKeHne GUKCUPYIOLLLEN CUCTEMBI (pUC. 2a); U3 0CO-
6EeHHOCTEN — HaNMyMe HECTPYKTYPHOM CKONMUOTUYECKOM
Z4yrv B rpyaHoM oTaene.

Mo paHHbIM KT KpaHuMoBepTeGpaNibHOro nepexoaa +
WeWHOro + rpygHoro + MOSICHUYHOrO OTAENOB MO3BOHOY-
HWKa: COCTOsSiHME NOocNie ONepaTUBHOrO Je4vyeHus, AaH-
HblX 3@ pe30pbuMIi0 BOKPYr METa/lNIOKOHCTPYKLMKU HET.
BuayanuaunpoBancs xapakTepHbin npuaHak MIMNC — TtoTanb-
Hasf nnatucnoHaunusa. Ha yposHe Cq Mmenocb caasieHue
AypanbHoro melwka o 0,5 cm 3a cyeTt runeptpodmm cBA30Y-
HOro annaparta B 06n1acTv 3y60BMAHOIO OTPOCTKa Ha dboHe
XapaKTepHoro TeyeHuss opdaHHOro 3aboneBaHus; spina
bifida anterior C,. TonoxeHne MeTannoKOHCTPYKLMKU KOp-
peKkTHoe. Mpu3HaKM aHKUI030B, CpalleHns Ayr Ha ypoBHe
MeTaNIoOKOHCTPYKLUMK Thyg—Ls (puc. 26).

Mo gaHHbiIM MPT KpaHuoBepTebpanbHOro nepexoga +
WeEeWHOro + rpyaHoro + NOSICHUYHOI0 OTAEN0B NO3BOHOYHMKA:!
OTMEeYannCb CUCTEMHas CMOHAMNOAMCNAA3US, NNaTUCNOH-
Annusg, rmnonnasva 3y60BMAHOrO OTPOCTKA, YTO COOTBET-
cteBoBano MIC |H. CTeH03 N03BOHOYHOI0 KaHafla Ha ypoBHe
KpaHuoBepTebpanbHoro nepexoga — Ao 0,5 cMm. Mpr3Hakos
MUenonaTumn He o6HapyKeHo (puc. 2B).

15.11.2017 npoBeaeHa onepauns — BbINOJIHEHbI YCTa-
HoBKa halo-KopoHbl, AeKkomnpeccusa Ha ypoeHe Cy—C,,
OKLMNUTOCNOHANNOAES, 3aAHAS MHCTPyMeHTanbHasa Ouk-

Puc. 2a. TenemeTtprs N0O3BOHOYHUKA B NPSIMON M GOKOBOM
npoekuumsax. banaHc TynoBuuia coxpaHeH

Fig. 2a. Spine telemetry in frontal and lateral view. Torso balance
is preserved

calMs NO3BOHOYHMKaA cucTemon Synaps Ha yposHe Cy—Cy,
3aAHUM cnoHaunoael aytopebpom, pesekuus VIl pebpa
cnesa (puc. 2r, 4).

ON1TenbHOCTb ONEpPaTUBHOrO JiedeHus cocTaBuna 5 4
30 MUH. femoTpaHcdhy3usa He NpoBoaAMNACh.

B otaeneHun peaHMMaumm NaumeHT HaxoAnnCcs B Te4eHne
18 4, 3aTeM ANg AanbHEWLWEro ne4yeHns nepeseneH B Tpas-
mMaTonoro-optoneanyeckoe otaenexHve (TOO) N2 9. lMocne
npoBeAEHHON [EKOMMNPECCUN U 3aaHEN MHCTPYMEHTabHOM
PUKcaumMmn 3aTblfIKa U LWENHOro 0TAeNa N03BOHOYHMKA OTMe-
Yyanacb NonoXKuTeNbHas AMHAMWUKa B HEBPOIOrMYECKOM CTa-
Tyce B BU/IE YBETMYEHUS CUMbl B BEPXHUX U HUKHWUX KOHEYHO-
cTAx 8o 4,5 6annos, ctabunmsaumm pednekcos.

Mo paHHbIM KT-aHrnorpaduun wenHoro otaena no3Bo-
HOYHWKa Mocne onepaTMBHOroO nevyeHus oT 16.11.2017:
NONOXEHWE BUHTOB METANNTIOKOHCTPYKLMU KOPPEKTHOE,

Puc. 26. KT wewHoro otgena no3BOHOYHMKa. OTMeYancs cTeHo3
NO3BOHOYHOIO KaHana Ha YpoBHe KpaHuoBepTebpanbHOro
nepexoja 3a cyeT yTO/NWEHUA NepeHen CBA3KK (HakoneHue TAT)

Fig. 2b. Cervical spine CT. Spinal stenosis was mentioned at
craniovertebral junction level due to anterior ligament thickening
(GAG accumulation)

Puc. 2B. MPT KpaH1MoBepTe6panbHOro + WenNHOro + rpyaHoro
OTAeN0B NO3BOHOYHMKA. Budyanuaunposancsa CTEHO3 Ha ypoBHE
KpaHWoBepTe6GpanbHoro nepexoaa. [laHHbix 3a MUenonaTuio HeT

Fig. 2c. Craniovertebral + cervical + thoracic spine MRI. Spinal
stenosis was mentioned at craniovertebral junction level. No data
on myelopathy.
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K/TMHUYECKOE HABJIOAEHUE

Puc. 2r. UHTpaonepaunoHHoe GoTo, NoNy4YeHHOE C NOMOLLbIO
3NEeKTPOHHO-0MNTUYECKOro npeobpasoaTtens (300M)

Fig. 2d. Intraoperative photo made via electronic image
converter (EIC)

Puc. 2. MHTpaonepauunoHHoe ¢oTo. DuKcauus 3aTbiIKa U LIERHOro
oTAena NO3BOHOYHMKA NOTPYKHON METaNIOKOHCTPYKLUMEN. 3aaHni
crnoHaunones aytopebpom

Fig. 2e. Intraoperative photo. Fixation of nape and cervical spine
with internal surgical hardware. Posterior spinal fusion with rib
autograft

MWHUManbHble NPU3HAKKW CAAB/IEHUSA MO3BOHOYHOM apTe-
pun BUHTOM B C, cnipaBa 6€3 NMPU3HaKoB HapyLeHns Kpo-
BOTOKa (puc. 2e).

3aXKMBneHne nocneonepaumoHHOro LWBa MepBUYHbLIM
HaTsaeHneM, 6e3 0CO6EHHOCTEN.

Ha 3-u cyT naumeHT 6bin BEPTUKANN3UPOBAH C UHCTPYK-
Topom JI®K Cc npuMnoAHATbLIM FONOBHbIM KOHLOM — 45°

Puc. 2e. KT-aHrnorpadus wewnHoro otaena no3BOHOYHMKa nocne
onepaTMBHOro ne4yeHus. Komnpeccus npasbiM BUHTOM B Cy
NO3BOHOYHOM apTepun

Fig. 2f. Cervical spine CT angiography after surgical treatment.
Compression of C, vertebral artery with right screw

K FTOPWU30HTY. B TeyeHne Hegenu naumMeHT BepTUKanuM3npo-
BaH MOJIHOCTbIO. Ha npoTsKeHuu 17 OHen npoBOAMSIUCH
3aHATUS C UHCTPYKTOPOM.

Ha 21-1 aeHb pebeHOK BbINUCaH B y40BNETBOPUTESIbBHOM
coctosiHnn n3 TOO N2 9. (puc. 3).

OBCYXAEHME

BonbWKHCTBO aBTOPOB CYMUTaAET HEOBXOAMMbIM paHHee
onepaTMBHOE Jle4yeHMe KpaHuoBepTebpanbHOro cTeHo3a
y nauuneHToB ¢ MINC — o pa3BuTMa Heo6paTUMON ANCHYHK-
LMK CNMHHOro Mo3ra [17, 18].

OaHaKo Kato4yeBbiIMM BOMpPOCaMM MOXKHO CYMTaTb ABa:
«Korga onepupoBaTtb?» U «<Kak onepupoBaTh (TONIbKO AEKOM-
npeccus Win HeobGXOAUMO BbIMOMHATL CTabWUIU3aLIUI0)?».
OTBeTbl Ha 3TWM BOMPOCHI 3aTpyaHAET TOT dakKT, 4To 60/b-
LWMHCTBO paboT NpeacTaBAeHO MabiMU KOropTaMu Uamn eam-
HUYHBIMW KIAMHUYECKUMU cniydasmu. C OAHOM CTOPOHbI, 3TO
3Ha4YUTENbHO OrpaHMYMBaET YPOBEHb AOKa3aTe/lbHOCTH (A0
4-5 no UK Oxford, Bepcua 2011), ¢ apyron — 3T1o crneqy-
eT paccmaTpuBaTb KakK TUMWYHOE OrpaHW4yeHUe OLLEHKMU
pe3ynbTaToB fie4eHuns opdpaHHbIX 601e3HEN.

OTBeT Ha nepBbln BONPOC Haubonee 3aTpyaHUTENEH.
OnpeaennTb YETKO ONTUMAasIbHbIE CPOKK A5t ONepaTUBHOIO
BMellaTenbCTBa AOCTATOYHO C/IOXKHO. AGCOMIOTHLIM MOKa-
3aHMEeM ANna onepauun SBASIOTCA NMPU3HAKU U CUMMNTOMbI
muenonatnum. K OTHOCUTENbHbIM MOKa3aHUSM OTHOCATCS
BblpaxKeHHas HecTabunbHOCTb (> 8 MM), UBMEHEHUS B CMUH-
HOM Mo3re (o4arn mmenonatuum) Ha MPT [19, 20].

YeTKMX AaHHbIX MWHUMaNbHOrO MPOCTPaHCTBa MO3BO-
HOYHOr0 KaHana, Heo6XoAMMOro AN HopMmanbHOro GyHK-
LLMOHMPOBAHMS CMIMHHOIO MO3ra, He ycTaHOBEHO. [ToaToMy
cnepyeT UCNONb30BaTb PEKOMEHAOBAHHbIE LWKabl OLEHKHU
cTeHo3a npu MIC IVA u MIC VI anga onpegeneHus Heobxo-
OMMOCTHU KpaHnoBepTebpanbHOn Aekomnpeccuun [19].

T.D. Alden v coaBT. B 2017 I. NpeAOKNIN CUCTEMY OLLEH-
KW KOMMPECCUU LENHOro OTAENa CIIMHHOIO MO3ra Ans onpe-
[JefleHUs NoKkasaHui K onepauuun y nauneHtos ¢ MIMC VI.
B ee ocHOBY nosnokeHa 6annbHas oLueHKa HEBPONOrMYEeCKOo-
ro craTyca, COMaTOCEHCOPHbIX BbI3BaHHbIX MOTEHLMaAN0B
(SSEP) cpeanHHoro HepBa W AaHHbIMM MPT KpaHuoBepTe-
6panbHOro nepexoga. Kaxkgaa n3 Tpex no3uuum oLeHuBa-
etcqa oT O go 3 6annoB. lNokazaHUeM ONnsg XMpypruyeckom
[eKomnpeccun aengeTcs obuunin 6ann> 3 [21].
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Puc. 3. oTo naumeHTa nocne onepaTMBHOro neyeHuns
Fig. 3. Patient after surgical treatment

OTBETOM Ha BTOPOM BOMPOC ABAAIOTCSA HEO6XOAMMOCTb
BblAENIEHUS KOYEBbIX CUHAPOMOB NPW NaTONOrMK LENHOTO
oTaena no3BoHo4YHWKa Ha doHe MIC n BbIGOP TEXHONOMMK
neyvyeHus.

C no3uLMKM CUHAPOMAIbHOM OLLEHKM NaTONOMMK LUEMHOTO
oTAeNa N03BOHOYHUKa npu MIC cnegyeT BbIAENUTb TPW CUH-
apoma: (1) cMHAPOM CTeHo3a, (2) CMHAPOM HecTabuIbHOCTH
n (3) Ux covyeTaHue. IKCNpeccus 3aTUX CUHAPOMOB M Bapw-
aHToB AedopMaLnm NO3BOHOYHUKA, KOTOPbIE MOTYT Bbl3bl-
BaTb BTOPUYHbIE HEBPONOrnyeckne aeduumnTbl, NO-pasHomy
npeacTaBfieHa MNpW pasnuyHbix Tunax MMC [22-29].
Hannine ®3T TakKe OKa3blBaeT BAUSIHWE Ha MaHudecTa-
LMI0 MaToNorMmM NO3BOHOYHMKA.

CTeHO3 NO3BOHOYHOrO KaHana 4ale BcTpevaeTcs
y nauumeHTtoB ¢ MIC L, II, IV n VI TMNOB Ha ypoBHE KpaHuoLep-
BUKaNbHOro nepexoga unv B 06aacT rpygonosiCHUYHOIO
nepexona [30-32].

Komnpeccuss CnMHHOMO MoO3ra ABASeTCs pe3ynbraTom
CTEHO3a MO3BOHOYHOrO KaHana, pa3BuBatolerocs Bcnea-
cTBue runonnasunu gyxek Cq, Co, YTONWEHUA MATKUX TKa-
HerW TBEpPAOM MO3roBoM O0OONIOYKM U CBSASOK, OKpyrKalo-
WMX MO3BOHOYHbIN KaHan BcreacTBue HakonneHus [AT,
n dGnbposa, anuaypanbHOro Aunomatosa M gereHepauuu
Ten no3BoHKOB [29, 33]. Komnpeccus cnMHHOMo Mo3ra ycy-
ryénsieTcs atnaHToakcManbHOM HeCTabuAbHOCTbIO, KOTopas
xapaktepHa ana MIC |V, HO TaK)Xe MOXeT BCTpeyaTbecsl
npu MMC VI [32-35].

ATnaHTOoaKcuManbHas HecTabunbHOCTb pal3BuMBaeTCA
n3-3a runonnasuu 3y60BMAHOI0 OTPOCTKA, 4acTo B KOM-
6UHaumMn co cnabocTbio cBA30K (Y nauneHToB ¢ MIC IVA)
[36, 37]. Oedopmauusa cybaKkcuanbHOro otaena nNo3BO-
HOYHWKa, TaKas KakK KMPo3 uanM KUDOCKOIMO3, 4YacTo
BCcTpeyvatuwmecs y nauneHtos ¢ MIMC IV u IH, cnoco6-
cTBYeT dopmuMpoBaHuUio Komnpeccuu [29, 37]. TakkKe BO3-
MOXHO GOPMUPOBaAHUE CTEHO3A HA HECKONbKUX YPOBHAX
[32, 38, 39].

B coobuWeHnsaX O KIAMHUYECKMUX Ccryyvasx roBOpUTCS,
4TO XMpPypruyeckas gekomnpeccus n ctabmunmsaums 06bl4HO
6e30MnacHbl U B OCHOBHOM NPMBOAAT K YYYLWEHWIO HEBPOJIO-

rMYECKOro cTaTtyca, XoTa OTAaNeHHble pe3ynbTaThbl He BCcerga
XopoLo onucaHbl [40-42].

Mpu BbIGOpPE METOLOB XUPYPrMYECKOro nevyeHns 60Mb-
WWHCTBO aBTOPOB PEKOMEHAYIT NpodUIaKTUYECKYIO
nekomnpeccuto y nauneHtos ¢ MINC IV B paHHeM Bo3pacTe
[31]. OnHaKo Npu aTOM TaKTUKE COXPaHAETCH BbICOKMI PUCK
peunanBa CTeHO3a, a TaKXe ycyrybneHve unun passutue
BTOPUYHOW HECTAabUNbHOCTM (3a CYeT pe3eKuuu 3agHewn
KONOHHbI), Tpebytowen NOBTOPHOrO OMEepaTUBHOMO nevye-
HUs. NOBTOPHOE XMPYyPruyeckoe BMellaTeNnbCTBO HEPELKO
3aTPYAHEHO M3-3a Hanuyus pyobLOBOM TKAHW U U3MeEHe-
HUS aHaTOMWW, @ HanuyMe MeTa/IM4eCcKOoro umniaaHTarta
Bbl3blBaeT nomexu npu nposeaeHnn MPT. Ecnn onepauus
NPOBOAMTCS CAUILKOM MNO3AHO, A4EKOMMPECCUS THXKeNo-
ro CTEHO3a MOXEeT MPMBECTU K OTEKY CMMHHOIO Mo3ra
M B KOHEYHOM UTOre K napanneruu. B 6onblIMHCTBE Ciy4ya-
€B BbINOJHAETCA AopcanbHas A4EKOMMNPECCHUS, MOCKONbKY
nepeaHsas gekomnpeccus 6onee CnoxHa M3-3a 6AM3KOro
pacnonoXeHns Tpaxeu, NuueBoaa, A3blka U LWHUTOBUAHON
enesbl. BOBMOXHbIE OCNOXKHEHNSA XMPYPrMKM MO3BOHOYHU-
Ka BKOYaloT yxyalweHne MOTOPHON GYHKLMK N0 NpUYnHe
NOBPEXAEHUSA HEPBHbIX CTPYKTYP, UHDEKLMUM U peunanBa
cTeHo3a [41].

MpKn 3TOM XMPYPruYeCcKnx pekomeHaaLnm no gekomnpec-
CWUM CNMHHOIO Mo3ra ans Bcex Tmnos MIC Ha cerogHsAWHUM
[eHb He CyLLecTBYeT M3-3a LIMPOKOro apceHana MeToaoB
N TEXHUK, NCNOJIb3YEMbIX B Pa3HbIX KJIMHWKaX M OCHOBaHHbIX
Ha COGCTBEHHOM KIMHMYECKOM OMbIT€, YTO 06YCNOBAEHO
peaKkocTblo 3aboneBaHums.

Mocne gekomnpeccun MoryT notpeboBaTbCs XMPYPru-
yecKas KoppeKkuus u ctabunusauns gedopmaumm no3so-
HOYHMKa Npu HanuMyinum Kndosa unum Kudockonmosa [17].
Pa3BuTre NpOKCMManbHOIro NePEXOAHOro Kudo3a unm guc-
TallbHOM NepexogHoOn HecTabunbHOCTM nocne GopMUpo-
BaHWS cnoHauMnoaesa Takxe TpebyeT NpoAeHns ypoBHEN
dUKcaumnmn 1 aBnseTca 4acTblM OC/IOXKHEHMEM Y NALMEHTOB
¢ MMC IV [43]. Kpome TOro, mauueHTbl ¢ OGCTPyKUMEN
AblXaTeNbHbIX MyTEW, PECTPUKTUBHbIMW 3a60NeBaHUAMMU
Nerkux, 3aboneBaHUsMU CepaevYHO-COCYAUCTON cucTe-
Mbl MM C UX COYETAHMEM MMEIT BO BpeMs NpoBeAeHus
aHeCTe3MN BbICOKUIM PUCK Pa3BUTUS OCNOMKHEHWUW, TaKUX
KaK 06CTPYKLMA AbIXxaTeNbHbIX NyTEN, TPYAHOCTU UK Heyaa-
4Yu NpU MHTYGauuu, nocne 3IKcTybauun, HeobXoaMMOCTb
3KCTPEHHOM TpaxeocTomuu [44, 45]. Y nauneHTOB C HecTa-
OMNbHOCTbIO U MOABLIBUXOM B aT/laHTOOCEBOM CycTaBe
BO BpeMS MHTYOaLMMN MOXKET BO3HMKHYTb MaTtosormyecKkas
NOABWMKHOCTb, YTO MPUBOAMT K MOBPEXAEHWUIO CMMUHHOMO
Mo3ra 1 napeay/nnerunu. Takxxe onucaH MHGapPKT CIMHHOMO
MO3ra B rpyaHOM OTAeN€e BO BpeMs KpaHnoBepTebpanbHON
[IEKOMNpPeccun B NOJSIOXKEHWUN NeXKa Ha KuBoTe [46].

Mcnonb3oBaHWe MHTpaonepaumMoHHOro Henpoduanono-
rTMYECKOro MOHWTOPUHIA ABNSIETCA COBPEMEHHBIM CTaHAap-
ToM [42]. Ero pekoMeHAyeTcs MCNOJ/Ib30BaTb Ha BCEX aTanax
Nle4yeHuns, HaymHaa ¢ MHTy6aLMK B MONOXKEHUU Ha ChWHE,
KOHTPOAA MepeBOpOTa NaLMeHTa Ha XUBOT U Ha NPOTXKe-
HUKW XMpypruyeckoro atana [33]. Helpodusnonormyeckune
OTK/IOHEHWS1 BO Bpems onepauun Moryt otobparkaTb nps-
MO€ MOBpPEeXAEeHWe CMMHHOIO MO3ra Uan COCyA0B, UWEMMIO
M3-3a r’MNOTOHMK, NOTEPU KPOBU, aHECTEIUPYIOLMX CPEACTB
WU UBMEHEHUS MONOXKEHUSA. PaHHee BbliBieHWE 3TUX U3Me-
HEHUI MOXET MpefoTBPaTUTb pPa3BUTUE MEPMAaHEHTHbIX
HEBPONOrMYECKUX CUMMTOMOB.

3AK/TIOYEHUE

CucTeMHas naTosiorms Nno3BOHOYHUKA ABMAETCH OAHOM
M3 Beaywux y MNauuMeHTOB C MYyKOMoaucaxapuao3om.
HecBoeBpeMeHHas onepatvBHas KOPPEKLMS MHOroypoB-



HEBOW OpPTOMNEAMYECKON NaToNornn NPUBOANUT K MHBaNUAM-
3auUMK NaLMEHTOB M YXYALLIEHUIO Ka4eCTBa UX XU3HU BNIOTb
[10 XXM3HEeyrpoxatoLwmnx COCTOSAHNUM.

[Ona paHHEro CKpuHWHra BepTebpanbHOro cuHapoma
Heo6xoAnMa OLEeHKa HEBPONOrMYECKOro 1 ABuUraTenbHOro
cTaTyca nauumeHTta. Hanbonee 3Ha4MMbIMK WKanaMu npwm-
3HaHbl MoAMdULMPOBaHHAs WKana AnOHCKOM opToneam-
yeckon accouunaumm mJOA (JOA Score), wkana Hypuka
(Nurick scale), TecT 6-MWHYTHOMN X0b0Obl, TECT 3-MUHYTHOM
X0Ab0Obl.

Hannyne Kudockonnotnyeckonm pgedopmalMm, narto-
NI0rns Ha ypoBHe KpaHuoBepTebpanbHOro nepexoga Tpe-
OYIOT aKTMBHOro HabngeHUs MHOronpoduibHbIMKU Cche-
LManmctamu.

Bbi6op o4epeaHOCTH NPOBEAEHNS ONEepPaTUBHOMO eye-
HUS onpedensieTcs NpeBaiMpPOBaHWEM KJIMHUYECKOW CUM-
NTOMaTUKK, KoTopas NOATBEPKAEHA NlyYEBLIMU U PYHKLIMO-
HaNbHbIMW AAHHbBIMMU.

Mpu cTeHo3e M HecTabuibHOCTM PEeKOMEHAOBaHbI
[EKOMMNPECCHS U OKLMNUTOCNOHANNOAES.

Mpn feKomMneHcMpoBaHHOM KMHOCKOIMO3€e NPOBOAUTCS
XMpypruyecKkas KOppeKLMs C PEeKOHCTpyKuuen 6GanaHca
Tynosuuia.

OnepaTMBHOE fleYeHWe ABAsSeTCs 3aTtanom peabdbunuTta-
UMK naumeHTa. MNpun atom KNo4YeBbIM GaKTOPOM BbICTynaeT
KOOpAMHaLUMUS NPOTOKONA NIeYEeHUs NaLMEHTOB C Kypupylo-
WMMK NPOGUNBHBIMU CrieunanucTaMu.

UWHO®OPMUPOBAHHOE COINIACUE

OT 3aKOHHOro npefcTaBUTENs NauueHTa MoJlyyeHo
ncbMeHHoe [J06POBOJIbHOE MHPOPMUPOBAHHOE corfacue
Ha Ny6GnvKauWio onuncaHust KIMHUYECKOro crydyasi, nybauKka-
LUMIO ero MeAMUMHCKMX AaHHbIX, pe3ynbtatoB ob6creaoBa-
HWUI, 306paXKEHU B MEANLIMHCKOM XypHane, BKoYas ero
3NIEKTPOHHYIO Bepcuio (18.09.2020).
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