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VY MALIMEHTKHA CO CIIMHAJILHON MBIIIEYHOMW ATPO®PUEN
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YeperHo-JIMLIeBoi 0BJIACTM 1 BPOXKIEHHBIMU 3a00IeBaHMAMM HEPBHOI cucrtembl, MockBa, PP

[pedcmasaeno onucanue nayuenmru 17 nem co ceepxmaxncenoil Kugockosuomuueckol de-
opmauyuell NO360HOUYHUKA HA (OHE CRUHAALHOU MbIUEHHOU ampoguu, Komopoil 6bia0 hpoee-
deHo deyxamannoe onepamugnoe aeuenue. [lepsoim 3manom 604bHOU MOHMUPOBAHO KOALYUO
eano-annapama u 6 mevenue 21 cym nOCMeneHHo OCyuecmensnacs 2an0-mpaKyus 6 Kpecae.
Bmopeiym 5manom 6 ycaosuax UHMpAONepayuoHHOU 2ai0-mpakyui npouzeedensvl 00pcatbhas
KOppeKuyus, cmaduau3auus ckoauo3a 2ubpudnoil cucmemoil guicayuu Ha yposie Th3—L4 ¢
Qukcayueir masa. B pezynvmame nposedennoeo onepamuerno2o émeuwamenscmea copmupo-
8aH NPABUNLHBII OANAHC MYAOBUWA, YMEHbULEH NEPeKoC ma3d, YAyHueHbl Camo00CaAYHCUBAHIEe
NAuUeHMKU U nepeosudceHue 6 cudauell Kpecie-Kamaike.

KntoueBble clioBa: OlepaTUBHOE JieUeHUE, CBEPXTSIKEbIM CKOMUO3, KOPPEKLUA U
(bukcauust MO3BOHOYHUKA, CTIMHAbHAS MbllIeuHast aTpodusi, Metoauka Luque.

Surgical Treatment of Severe Spine Deformity in Patients with Spinal Muscular Atrophy
S.V. Kolesov, S.A. Kudryakov, I.A. Shavyrin, A.N. Shaboldin

Two-step surgical treatment was conducted in a 17-year-old woman with extremely severe
kyphoscoliotic deformity on the background of spinal muscular atrophy. At first step a ring of
halo-apparatus was assembled and gradual halo-traction was performed in an armchair within
21 days. Second step included dorsal correction and stabilization of scoliosis by hybrid fixation
system at Th3-L4 level with pelvis fixation. As a result of surgical intervention a proper trunk
balance was formed, pelvic deformity was diminished, self-service and use of wheel-chair in a
sitting position was improved.

Key words: surgical treatment, extremely severe scoliosis, spine correction and fixation,

spinal muscular atrophy, Luque technique.

CnuHaJgbHble MbllieuyHble atpodguu (CMA) —
rpyIia HacJaeICTBEeHHBIX 3aboseBaHml JeTCKOTo BO3-
pacra, Brnepsble onucaHHblx G. Werdnig B 1891 r,
KOTOpble XapaKTepu3ylTCA IOpasKeHueM JIBUra-
TeJIbHOTO MOTOHENpOHA IIepeHNMX POTOB CIVHHOTO
mogzra [1, 2]. Jecbopmaniuu IT03BOHOYHNKA Y DOJIBHBIX
CMA He mofnalOTCs KOHCEPBATUBHOMY JIEUYEHUIO C
[IOMOIIIBI0 KOpCeTa M XapaKTepPU3YIOTCA BbICOKON
CKOPOCTBIO IIPOrPecCUPOBaHNsA, YTO IPUBOIUT K yT-
paTe OrmopHO (PYHKUMM IIO3BOHOYHOrO cTOJN0OA, TPYy-
OBbIM IUCIPOIIOPIMAM CKeJeTa, gedpopMaluuu Irpyn-
HOJI KJIETKM C Pa3BUTMEM TAYKEeJION COIIyTCTBYIOIIeN
[IaTOJIOTUM OBbIXAaTeJbHOV M CepAedHO-COCYyAVCTON
cucrem [3—5]. CBoeBpeMeHHas ollepaTUBHas OPTO-
rneudecKasi OMOIb IPY HEMPOMBIIIEYHON nedop-
MalMy TO03BOJIAET OTCPOUYUTH HACTYILJIEHME HEeKOM-
[MeHcaluy CepledHO-COCYAMCTOM M ObIXaTeJbHOM
CUCTEM OPraH;M3Ma, BOCCTAHOBUTH ONOPHYI (DyHK-
LIMIO II03BOHOYHOTO cToJiba [6, 7].

OcJsiokHEHUA B II0CJIEONIepallMOHHOM Ilepuome
y OOJBbHBIX C HeWPOMBIIIEYHbIMM CKOJIMO3aMU
MIPM JCIIOJIb30BaHUM IepeJHero CIOHAMIIONe3a, A0p-
CaJIbHOTO CIIOHAVIIONE3a U M30MpaTeIbHO cerMeHTap-
HOJ (pMKcalyy, M0 AaHHBIM 3apy0eskHOI JuTepaTy-
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pol [3, 8], BcTpewaroTeA yallle, 4yeM y INalMEHTOB C
MAMONAaTHYecKuM ckosmozoM [1, 9, 10] — B 17-74%
ciiyyaeB. BBIMOJIHEHME BEHTPAJbHON MOOMIM3aLUM
y 6osbabIx CMA compoBokaeTcsa BbICOKMM PUCKOM
pa3BuUTUA HapylleHnsa (PYHKUMM ObIXaHUA B PaHHEM
[0CJIeOIIe PalMOHHOM IIepuoe, TpebyIolero faJbHei-
111}l IOCTOAHHON BCIIOMOTATEeJbHOM BeHTUJIALIMY JIeT-
knx. Purcannio Tasza NPOBOAAT IIPY HAJMUYUM Ilepe-
Koca 6osiee 15° Bo pponTasbaol miockocTy. Ilpenmy-
ILIeCTBEHHOE TIPUMEHEeHNe JOPCAJIbHOIO COBPEMEeHHO-
ro MHCTPYMEHTapusA B cOUeTaHMM ¢ oTpaboTaHHBIMMU
MeTOAMKaMM JIaMUHAPHOM (PUKcalMy II0 MeTOIMUKe
Luque no3BoJigeT CHU3UTh PUCK I10CJIe0IePalIOHHBIX
ocJsioykHeHu [11—-16].

IIpencraBisgem pe3ysbTaThl JedeHus OOJBbHOM ¢
BBIPa’sKEHHOM KUPOCKOMMOTUYECKOI nedpopMaLyen
1o3BoHO4YHMKaA Ha hone CMA II tumna.

BonbHaa X., 18 net. AnarHoa: cnuHanbHas Mblley-
Has aTpodusa Il Tna. HerpomblweyHbin kudockonmos IV cre-
neHun. KunesngHas gedopmaums rpyaHon knetku. Banein tet-
panapes. BpoxaeHHas peTpocTepHanbHas rpbixa (puc. 1, a).
o MecTy XuTenbcTBa C MOMEHTa poxaeHus Habnoganacb
HEeBpPOMaToO/IOromM, neaguaTpom, reHeTukom. AuarHod (CMA,
Il Tn) nogTBepxaeH pedynbtatamu AHK-gmnarHoctukn. Y pe-
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Puc. 1. Buemnnit Bupg 60sbHOI 10 onepanmm.

( — B IIOJIOYKEHUU Jiexa, O — ¢ KOJIBLIOM raJio-alrapaTta B IIOJOKeHUN CUOs.

OeHka oTmevanuch rpybas 3agepxka GU3NYeckoro passu-
T8, BbIpa@XeHHasa runoTpodus, HeaopasBuTe KOCTHO-Mbl-
LIEYHOW CUCTEMBbI, 0OYCNIOBNEHHOE OCHOBHLIM 3a60/1eBaHN-
em. cnxnyeckoe pasBuTME COOTBETCTBYET BO3pacTy. Je-
ByLUKa@ OKOHYMNa CPeSHIOK LKOSY, NofydaeT Beicluee obpa-
3oBaHue. [ledopmaumsi NO3BOHOYHMKA BbISIBNIEHA B paHHEM
BO3pacTe. bbIO Ha3dHayeHo HoweHue kopceta. Hanbonb-
luee nporpeccuposaHne agedopmMaummn Habnwoganocs B ne-
pnoa MHTEHCMBHOro pocta ¢ 12 oo 14 net. OT onepaTMBHO-
r0 NIe4YeHNs CKON03a paHee PeKOMeHA0BaHO ObII0 BO3Aep-
KaTbCSA MO MPUYMHE TAXENOro COMaTUYeCKOro COCTOAHUS,
06yCNOBNEHHOrO0 OCHOBHbLIM 3abonesaHnem. 3a onepaTue-
HOWM MNOMOLLUBIO K OPTONeAy naumeHTka obpatunace B 17 net
no cOBCTBEHHOW MHULMATUBE.

MaumeHTka CaMOCTOATENBHO HE CUAUT, FOMIOBY AEPXUT,
nepenBuraeTca B MHBaJIMAHOM KPECEe C NMOCTOPOHHEN Mo-
mouibio. Mpu ocmoTpe BoisiBneHa rpy6as 1eBOCTOPOHHASA
knpockonmotTnyeckas aedopmaums rpygonodCHUYHOro oT-
[efia NO3BOHOYHMKA.

TpeyronsHVKM Tannm aCUMMeTPUYHbI, TYN0BULLE Henpa-
BUbHOW HOPMbI, YKOPOYEHO 3a cyeT gedopmauumn no3so-
HOYHOro cTonba. JleBoe Haanneybe Bbile NPaBoro Ha 6 cMm.
[MTpaBbIi COCOK OTCTOUT OT INHUKM OTBECa Ha 5 CM, NIeBblN —
Ha 11 cm. F'onoBa NpaBunbHOM GOPMbI, CMELLEeHa BNeBO OT
cpedHent nuHuu Ha 11 cm. MpyaHas kneTka acMMMeTpuYHa,
BblpaXkeHa kunesugHas gedopmaums, Nnpyv 0OCMoTpe CO Cnu-
Hbl onpefensderca nonornin pebepHbii ropd cnesa. Mynok
CMeLleH Bnpaso OT nvHUK oTeeca Ha 11 cm. PacctosHne ot
MEeYeBMOHOro OTpoCTKa 40 NepeaHenonB34O0LHON OCTW:
cnpasa 15 cm, cnesa 10 cm. Mepekoc Tasa Bneso. lMpu oc-
MOTpe cbOoky onpenensieTcs BbipaXeHHOe HapylueHue ca-
rUTTanbHOro 6anaHca NO3BOHOYHWUKA B FPYAOMNOSICHNYHOM

Oenpa. BoipaxeHa aTpodua Mol KOHevHocTeln. CaMmocTo-
ATENbHblE OBVXEHUSA B HUXHUX KOHEYHOCTAX OTCYTCTBYIOT
npw NOJIHOW COXPaHHOCTK BONIEBOWN U TAKTUILHOM YyBCTBU-
TenbHoCcTn. CBOAbI CTOM yrnouweHsl. Jedbopmaums nosso-
HOYHMKa MOOWbHA: B MOSIOXEHUN fIE€Xa U NMPU TPaKLUUKM Npo-
NCXOONT YMEpPEHHast koppekums. B HeBposiormyeckom cra-
Tyce oTMevasica Banbi TeTpanapes, QyHKLUMA Ta3oBbIX Op-
raHOB He HapylleHa.

BonbHOM BBINOAHEHbBI CMOHAUAOrPAMMbI FPYAHOTO U MO-
ACHNYHOrO OTAENOB NO3BOHOYHMKA B ABYX MPOEKLUAX B MO-
noxeHun nexa. BudyannsupoBaHbl NEBOCTOPOHHASA
ckonimoTuyeckas gepopmauma oo 135° no Cobb Bo GpoH-
TaNibHOM MPOEKUUn C BEPLIMHOM Aedopmaummv Ha ypOBHE
Tena Th12 nosBoHka un kndoTuyeckas aedopmaumns rpyao-
NMOACHWYHOrO OTAENa B CarntTanbHOM NAOCKOCTU, KOTOpas
cocTtasuna 85° (puc. 2, a). Potauus Ten no3soHkoB Bonee
60° (no meTtoay Raimondi) [17]. MNepekoc Tasa coctasun 35°.

Mpu KT n03BOHO4YHOrO cTonba AaHHbIX 3a CTEHO3 NO3BO-
HOYHOrO KaHasa HeT, CIMHHOW MO3r PaCMnoJiIOXeH COOTBeT-
CTBEHHO Aedopmauum NO3BOHOYHMKA. Ha KOMMbIOTEPHbIX
TOMOrpamMmmax rpyoHoOu KNeTku Bu3yannampoBaHa peTpo-
CTepHasbHasa rpbbka rmraHTCKUX pa3MepoB, KOTopas 3aHu-
Marsna nosfioCTb NepeaHero CPegoCTEHNS, MPOCTPAHCTBO MEX-
Oy TPpyavHOU 1 NepukapaoM; COAEPXUMbIM ABUINCH NETIn
TOHKOrO KuLeYHWKa, calibHuK (puc. 3, a).

DYHKUMOHaNbHOE TECTUPOBAHWE NIErKUX BLIABUAO PE3-
KO€ CHWXEHWE BEeHTUNALUMOHHOW CNoCcOoOHOCTK BCAeaCcTBUE
HapyLweHu PecTPUKTUBHOIO TUNa. Pe3ko BelpaxeHa GPOoH-
XvanbHaa 0BCTPYKUNS, XUSHEHHAA EMKOCTb NIErKUX CHUXE-
Ha Ha 55% ot pomxHoro, oo 1 n. C uenbi onpeneneHns
COKpPaTUTENLHON CNOCOOHOCTW AnadparMbl 1 y4acTus ee B
akTe ApixaHns OONbHON Oblna BbINOSIHEHA BNEKTPOMUOrpa-

otaene, npeobnanaHue
kndosa. Co cnvHbl BU3ya-
NN3NPYyeTcs NeBOCTOPOH-
HAS cKonmoTuYeckasa ne-
dopmauma rpyanonosc-
HWYHOrO OTAena Mo3BO-
HOYHMKA. ACUMMETPUS yr-
NI0B nonaTok, CMelleHune
MEXbAroANYHOM CKNaaKu
OT NuHMKM oTtBeca Ha 10-
15 Cm B 3aBMCUMMOCTU OT
NosIoXeHns 60NbHON (pUc.
1, 6). Manbnauya ocTtuc-
TbIX OTPOCTKOB 6e36ones-
HeHHa. JnnHa HUXHUX KO-
HEYHOCTen oaunHakoBas.
[BnxeHns B cyctaBax Ko-
HEYHOCTEeN COXpaHeHbl B
noJsiHoM o6beme, He orpa-
HU4YeHbl. BbiaBneH npwu-
Bbl4HbIM, CaMOYCTpPaHsIo-
WNNCA BbIBUX MNPaBOro
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Puc. 2. Pentrenorpammsl Jesxa 70 (a) n mocJe (6) ornepanyin.
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Puc. 3. KoMIibroTepHble TOMOIpaMMbI TPY/JHOI KJIETKM 1O (a) 1 mocJie (6) onepanyn.

dus anadparmbl 1 MexpedepHbIX MbillL,. 3apernctpuposa-
Hbl YMEPEHHO BblpaxXeHHble HapyLleHVs B103NeKTPUYecKomn
aKTUBHOCTU AunadparMbl U MexpedepHbIX Mblll, ¢ 06enx
CTOPOH, B Bonbluen mepe cnpaga. [pn obcnenoBaHnu cep-
[,e4HO-COCYQMNCTON CUCTEMbI MPU3HAKOB rPyObIX HApYLLEeHWI
reMoAMHaAMNKM U CepLAevyHON AEATENIbHOCTU HE BbISBNEHO
(HepoCTaTOYHOCThL KPOBOOOPALLLEHUS | CTEeNeHn, reMoanHa-
MUYeckn HesHadymmas). Mo gaHHbiM Y3W BHYTPEHHUX opra-
HOB BbIIBNIEHbI MeTAb0NYECKME NBMEHEHUS MOYEK.

YunTbiBas yooBNeTBOPUTENIbHOE COMATN4ECKOe COCTOH-
HUE MauMeHTKM, ee HAaCTPOEHHOCTb Ha onepaTtuBHOE neve-
HUe, Hanuume rpybor nporpeccupyowen gepopmaumn no-
3BOHOYHOTO cToNbHa B COYETAHMU C FMIraHTCKOM peTpoCcTep-
HanbHOW rpbiXen anadparmsl, OLHOMOMEHTHOE BMNpasJieHne
KOTOPOM MOXEeT Bbi3BaTb napes3 Avadparmbl 1 OCTAHOBKY
abixaHusa [9], 66110 NPUHATO PeLleHne BbIMOMHUTL KOPPeK-
umo gedopmaumm NO3BOHOYHMKA B [Ba 3Tana.

Onepauusa npecnenopana uenb yCTpaHeHne carntraib-
HOTO 1 GpoHTaNbHOro AncbanaHca NO3BOHOYHMKA, YBENN-
4yeHre obbema rpyoHon KIeTKu.

MepBbiM 3TAnomM 60/bHOM MOHTUMPOBAHO KOMbLO rano-
annaparta. B TeyeHne 21 cyT MOCTENEHHO OCYLLECTBNANACH
rano-Tpakums B KPecse B CO4eTaHUM C AblXaTeNbHOW rMMHa-
CTUKOWN.

Mocne aganTtaumy HGONbHOM K YCAOBUAM KOPPEKUUN ©
cTabunuaaunn ObixaTenbHOM GYHKLMU OblN BbINOAHEH BTO-
poW aTan onepaTnUBHOIO NIeYeHUs: B YCNOBUAX MHTpaonepa-
LMOHHOM rano-Tpakunm npon3BeneHbl fopcalibHas Koppek-
uma, ctabunuaaums ckonnmosa rubpuaHon cnctemon pukca-
UM Ha yposHe Th3-L4 ¢ dwukcauven Tasa, AOPCasibHbIN
crnoHaunones. BepeHne Hapkos3a npu onepatnBHOM BMe-
waTenscTBe NpoBoAUIOChk 6€3 MCNoNb30BaHUS MUopenak-
CaHTOB.

mbpuaHaa dukcauma npepycmarpmsana co4eTaHHoe
MCMNOMIb30BaHNE TpaHCNEeANKYASPHbIX BUHTOB W MNPOBOJIOY-
HbIX NeTenb No metoamke Lugue. TpaHCNeanKYISPHbIE BUH-
Tbl ycTaHasnmBanu B Tovkax Roy-Camille non koHTposiem
9NEKTPOHHO-ONTUYECKOro NnpeobpasoBaTtenisa B Tena no3BoH-
koB Th3-Th5, L3-L4, Ha oCTanbHbIX YPOBHAX NMOL, OY>XKW Ten
MO3BOHKOB OblIM MPOBEAEHbI MO ABE MNPOBOJIOYHbIE METNU
(meToomka Luque). Pukcaumio Tasa OCYyLLLECTBASNM NP NO-

Puc. 4. Buermnuit Buzn 60JbHOI CUOA IOCTE ONepaLlyin.
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MOLLM BUHTOB, YCTAHOBMIEHHbIX B KPbliibsi NOAB3A0LWHbIX KOC-
TeW, U KOHHEKTOPOB, COEAMNHEHHbIX CO CTEPXHEM.

MPOSOIKUTENBLHOCTL onepauyn cocTasuna 5 4 30 MUH,
WHTpaonepauvoHHas kposonoteps — 1200 mn. BonbHas npu-
wsna B co3HaHue 4yepe3 30 MUH nocne ornepauuu, AbiXxaHne
camocToaTensHoe. MNocneonepauroHHbIi Nepro npoTekan
€3 0CNOXHEHWNIA.

Koppekuus kndoTudeckon agedopmaummn coctaBuna 35%
(c 85° 0o 55°), 0TMEeuYeHo pacrnpassieHne rpyaHon knetkun. Kop-
peKums CKONMoTyeckon aedopmaynmn coctasmna 59% (c 135°
10 55°). ChopMmnpoBaH yaoBneTBOPUTENbHBIN carnTTanbHbl
GanaHc MO3BOHOYHOrO CTONBA, ynyulweH (GPOHTaIbHLIA Ga-
naHc. Mepekoc Tasa BAEBO Nocae koppekuun coctasui 13°
(puic. 2, 6). BoccTaHoBneHa onopHas GyHKLWs MO3BOHOYHOIO
cTonba — naumeHTka MoxeT cuaeTb 6e3 AOMNOAHUTENbHOW
onopbl. Uamenunncs nponopuuu tena (puc. 4). ameHenunin B
HEBPOJIOrMHYECKOM cTaTyce He oTMeueHo. Mo aaHHbIM KT rpya-
HOWM KNEeTKM 06bem PeTpoCTepHaNbHOM MPbKM COXPaHWIICH
(pyic. 3, 6). OCNOXHEHW CO CTOPOHbI AbIXaTeNbHON 1 nuue-
BapUTENbHOM CUCTEM HE OTMEYEHO.

IIpencraBJeHHOE KJMHMYECKOe HabJIo/leHue Ha-
TJIATHO NEMOHCTPUPYET aKTyaJIbHOCTD mpo0bJieMbl Jie-
YeHMs HEeVPOMBIIIeYHbIX AedopMalnii I03BOHOUHNM-
ka. B npeacrasienHoM HabOJII0JeHNM B OTCYTCTBUE CBO-
eBpeMeHHO OpTOIle IMYeCKOM ITOMOIIY II1JIO aKTMBHOE
IporpeccupoBaHmne CKoJmno3a, 4To 00y CJI0BUIIO YXY -
LIeHMe coMaTudeckoro craryca. X 18-yjetHemy BO3-
pacTty y nanyeHTKM Oblya IIOJIHOCTBIO yTpaueHa OIop-
HaA PYHKIMA T0O3BOHOYHOrO cToJI0a, a pa3BUTHeE IPY-
6ot medpopmalny TPy AHON KIETKM NIPUBEJIO K YMEHb-
LIEHMIO KM3HEeHHOTo o0beMa JIETKUX M Pe3KOMY CHU-
SKeHMIO BeHTUJIALMOHHONM CITI0COOHOCTIL.

YuuThIBaA MPOTAMKEHHOCTb CKOJMOTUYIECKO IYTH,
3HAUYUTEJIbHYIO POTaluio II0O3BOHKOB, OTHOCUTEJbHY O
MOOMJIBHOCTB, IIepeKoC Tasa, IIPY IIPOBedeHUM KOpP-
PeKIMM HeHpOMbIlIeuHoN nedopManyy NpUMeHeHa
JIopcaJibHasi MeTOAMKA CTabMIM3alym CKOJ03a. Mmuo-
royposHeBas pukcanusa obecredmsia paBHO-
MepHOe paclpejesieHre Harpys3Ky Ha OIIop-
Hbl€ 3JIEMEHTBI II03BOHOYHMKA, YTO B yCJO-
BUAX HEINOJHOLIEHHO! MNapaBepTebpasbHON
MYCKYJaTypbl HAJEMKHO (PUKCHMPOBAJIO 103~
BOHOYHBI CTOJIO.

Xypyprudeckoe JjedeHue I03BOJNIIO pe-
aJI30BaTh CJAenyIoLe 3aJadun:

® OCYyIIECTBUTH KOpPpeKumio gedopmarmn
IIO3BOHOYHMKA,

e BOCCTAHOBUTbL CArMTTAJbHBIN U (PPOH-
TaJIbHBIN OaJlaHC TYJOBMILA M ONOPHYIO
P YHKLMIO TO3BOHOYHOTO cTOJ0A, YTO yJIyd-
HINJIO IIepelBUsKeHNe C IIOMOIIbIO MHBAJINU-
HOT'O KpecJa,;
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