IMopoku pa3BuTHS MO3BOHOYHUKA M CIMHHOTO Mo3ra (Spina bifida, cnuHHo-M03roBbI€e IPHIKH,
AMACTEeMATOMUEJTUSL, TUTIOMEHHHTOMU eJ10JI011eJ1e, (PUKCMPOBAHHBIN CITUHHOW MO3T).

Spina bifida Bxiodaror pa3iM4HbIC THUIIBI HAPYLICHUS 3aKJIaJKH W Pa3BUTUS HEPBHON TPYyOKH Ha
CIIUHAJIBHOM YPOBHE, UTO COTPOBOXKIAACTCS HE3apaIlCHUEM AYXKEK MO3BOHOYHHKA M YaCTO COMPOBOMKIACTCSI
OJTHOBPEMEHHBIM MOPOKOM Pa3BHTHSI CIIMHHOTO MO3ra U ero obonoyek. Berpewatorcs y 1 ma 1000 — 3000
HOBOPOYK/ICHHBIX. MOTYT HaOJIONAThCsl B PA3IMYHBIX OTACHAX IMO3BOHOYHHMKA, HO HambOoJee dYacTo
BCTPEYACTCS B MOSICHUYHO-KPECTIIOBOM OTJIEIIE.

Hesaparienue ayxeK MO3BOHKOB C HATMYHEM TPDKEBOTO BBIMSTYUBAHUS 0003HAYACTCS B JIUTEPATYPE
1o pa3HOMY: CIIMHHO-MO3roBbIe TpbbKH, Spina bifida, spina bifida cystica, spina bifida vera, spina bifida
typica, spina bifida aperta. Knaccudukarus spina bifida aperta:

|. Paxummusuc.

Il. CiuHHOMO3rOBbIE T'PBLKH.

MenHuHTOI1IENE.
MeHnuHropaguKkynonerne.
MueaoMeHUHTOIIENE.
Muenonucrorene.
JIMITOMEHHTOMHUEIOIIEIIE.

OCHOBHBIE CONYTCTBYIOLINAE MOPOKHU IIEHTPAJIbHO HEPBHOW CUCTEMBI.
*  Tuapouedamus no 65-85%.
*  Aunomanus Kuapu 2.

*  CupuHrOMHUEHA.
Kiunu4veckue nposiBjieHUs: CIMHHO-MO3TOBbIX I'PBIK.

*  Hwxnuill BsUIBbIN Mapamapes.

* Hapymenne QpyHKINN Ta30BbIX OPraHOB: SHYPE3, FHKOIIPE3.
* Hapymenue 4yBCTBUTENIbHOCTH HOT, TPOMEKHOCTH SITOMII.
* Jlepopmanmu HOT, CTOTI.

* Jlebopmanuu NO3BOHOYHHKA.

Hesaparienue mo3BoHOUHHKA 0€3 T'PHIKEBOTO BBIMSYHBAHUS HA3bIBACTCS CKPBITOM I[MO3BOHOYHOMN
pacmiennuoir — spina bifida occulta. [lannas mnarosorus BceTpeuyaercs npumepHo y 20% mroneit
€BPOIICOMIHOM Pachl M B OOJIBIIMHCTBE CIydaeB HE TPeOyeT HUKAKOTO JieYeHHs. MOKET COYeTaThes ¢ JIp.
MOPOKaMH CIIMHHOTO MO3Ta U MO3BOHOYHHUKA, TPEOYIOIIUMH XUPYPI UUECKOTO JICUECHHUS:

ouacmemamomuenus,

«ukcuposannwiti cnunnoil mosey («tethered spinal cord»),
CRUHATbHAS TUNOMA,
CRUHATbHBI 0ePMOUO U/UTU OEPMATILHBILL CUHYC.

BHemHue (koXHbBIE) MPOSIBIECHUS: THIIEPTPUX03, MOAKOXKHAS JIUIIOMA, MATMEHTAIMs, TyKOBUIHAS
BTSHYTOCTh U aTpodus KOXH, pyOllbl, TeMaHrHoMa, JepMaibHbIii cuHyc. Beem marmenram ¢ spina bifida
occulta nokazano MP uccnenoBanne roJoBHOTO MO3ra, O3BOHOYHHKA M CIIMHHOTO MO3Ta.

Hcceuenue cnunno-mo3206b1x 2pbidtc. JlaHHBIE ONEPALUM INPOBOAATCSA C IIEPBBIX YACOB KU3HH
pebenka. [lokazaHuem K CpOYHOMY XUPYprHUeCKOMY JieueHUIo (mepBble 24-48 4YacoB >KM3HU peOEHKA)
ABIISIIOTCSL HApY)KHasl JIMKBOPEs W3 TPBDKEBOIO MEIIKA, HaIMyue OOHAKEHHOW TKAaHM CIHUHHOTO MO3ra,
pe3K0e HCTOHYEHHE MMOKPOBOB I'PHIKEBOTO MEIIKA C Yrpo30il ero paspsiBa (puc. 1 a, 6). OCHOBHOH LieNbIO
olepalnuu SBJISETCS NPEJOTBpAllleHUs pa3BUTHA MeHUHruTa. [larmeHtaM C HEM3MEHHBIMH KOXKHBIMHU
MOKPOBaMH B 00JIaCTH I'PHDKEBOIO MEIIKA OIepaly MPOBOAATCS B TNIAHOBOM HOPSAKE B JIIOOOM BO3pacCTe.



Mpel npennountaeM mepuos ¢ 1 g0 6 mec. B gaHHBIX cioydyasx LEIbIO0 ONEpalMM  SBISIFOTCS:
NPEJOTBpAIllEHHE pa3pblBa TPBDKEBOIO MeEIIKa W HMHOUIMPOBAHUS JUKBOPHBIX ITyTeH, CTAOMIM3AIM
HEBPOJIOTUYECKOTO  JAe(UIMTa WM TOMBITKA €ro  YMEHbBIICHHs, MpPEJOTBPALCHHE  pa3BUTH
OpTOIEANYECKHX JIeopMaIii U YCTPAaHEHUE KOCMETHYECKOTO Je(eKTa.

Hcceuenne CIMHHO-MO3IOBBIX IPbIK HAMU IIPOBOJATCS C HUCIOJIB30BAHMEM MHUKPOXUPYPTHUYECKOU
TEXHHUKH U 1101 KOHTPOJIEM HHTPAOIIEPAMOHHOTO HEHPOMOHUTOpUHTa (puc. 1).

Puc. 1. UnTpaonepaunonHas ¢ororpadus MandeHTa CO CIMHHO-MO3TOBOH TpBDKEH € BBEAEGHHBIMH HIOJIbYATHIMU

3NIEKTPOJAaMH IS IPOBEACHNUS HHTPAONEPAllMOHHON CTUMYJIALIMOHHON MHOTpaduH.

[Tocne peseknnu W3MEHEHHBIX WJIM W30BITOYHBIX KOXHBIX ITOKPOBOB CITHHHO-MO3TOBOUW TPBDKH
HEpBHAs TUTaKoAa (He3apalleHHBIH IUCIUIA3MPOBAHHBIN CITMHHONW MO3T) M KOPEIIKH CIHHHO-MO3T'OBBIX
HEPBOB JICIMKATHO OT/AECISIOTCS OT CTEHOK T'PbDKEBOro Memka (puc. 2 B). Jns yMmMeHbIIEHHS puCKa
nocuenyomeil (Gukcauy COMHHOTO MO3ra, TNPH TEXHUYECKOH BO3MOXKHOCTH, HEpPBHAs IDIaKOJa
CBOPAYUBACTCS B BHJIC TPYOKH W YIIMBAETCS 3a MATKYIO 000J104Ky (puc. 2 r). Jlajee mpoBOIUTCS TIacTHKA
IypajJbHOTO MEIIKa ¢ TEePMETUYHBIM ero ymwmBanueM (puc. 2 nx). [lnactuka nedekra 3amHeill CTEHKH
MO3BOHOYHOTO KaHajla POBOIUTCS BCTPEUYHBIMU MBIIIEYHO-(acnanbHbIMU JockyTamMu. [Tocne ucceuenus
CIIMHHO-MO3TOBBIX TPBDK OCTAIOTCS JIE(PEKTHl KOXKHBIX IMOKPOBOB, KOTOPhIE B OOJIBIIMHCTBE CIy4acB
ynaércs yIuTh JIMHEWHO, B BUJE IEPEBEPHYTOro 3HaKa «Mepcemec» MM C TEPEeMEIICHUEM KOXHBIX
JO0CKyTOB (pHuc. 2 e, €).

OpnHako mpu OOJBIIMX M TUTAHTCKUX pa3Mepax I'PbDKEBOrO MeIllka, OCOOCHHO IMPHU BBIPAKEHHOMN
kudoTruyeckoil gepopmaiyiy 03BOHOYHUKA B 00JaCTH CHIUHHO-MO3TOBOW TPBIXKH, XUPYPTU CTAJIKUBAIOTCS
¢ OOJBIIMMU TEXHUYECKUMHU TPYIHOCTSIMH Ha 3Tare KOKHOM IIacTUKU. B mocneonepaniuoHHOM IMepuoje
MOTYyT  HaOmoaaThCsi  TpoduYecKMe  M3MEHEHHMsS]  KOXKHBIX  TOKPOBOB,  PAacXOKJIEHHE  KpacB
MOCJICOTICPAIIMOHHON paHbl, BTOPUYHOE 3a)KUBJICHHE U WH(OUIMPOBAHUE IMOCIECONEPalMOHHON paHbl. B
TAHHBIX CHUTYyallUsiX HaMu paszpaboTaHa cienyromas MeToauka. llepBbIM sTamoM ¢ 2-X CTOPOH OT
IPBIKEBOTO MEIIKa HMIUIAHTUPYIOTCS MOAKOXHbIE 3KcnaHiepbl. [lamee mpoBOAMTCS THAPABIMYECKOE
pacTsKeHHE KOJKHBIX MOKPOBOB CHUHBI (puc. 2 k). [locie pacTskeHHs KOXH CHUHBI BTOPBIM 3TarioM
MIPOBOJHUTCS yIAICHHE SKCIAHAEPOB, HCCEUCHHE CTUHHO-MO3TOBOU TphlKU. OOpa30BaBIIMIiCS TUTAaHTCKUN
KOXHBIN AePEKT yaaeTcs MOJTHOCTHIO 3aKPHITh BCTPEUHBIMH KOXKHBIMU JIOCKYTaMH (pHC. 2 3).
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Puc. 2. Drambl BccedeHNs] CIMHHO-MO3TOBBIX TPBDK. @, 6 — BHEIIHMII BUJ CIIMHHO-MO3TOBOM IPBDKU /IO ONEpaLiu; 6 —
HEpBHasl [UIAKO/a M KOPELIKH CIIMHHO-MO3TOBBIX HEPBOB OT/ACNICHBI OT CTEHOK IPBDKEBOr0 MEIIKa; 2 — HEPBHAs IUIaKoIa yLINTa
B BUJIE TPYOKH 3a MATKYIO OOOJIOHUKY; ]l — IUIACTHKA AYpajbHOTO Mellka; e, é — ¢oTorpaduu MalueHTOB MOCIe UCCEUCHUS
CIUHHO-MO3TOBBIX TPBIXK; 2 — PACTSDKCHHE KOXKHBIX [IOKPOBOB CIIUHBI C IIOMOIIBIO MOJKOKHBIX dKCIAHAEPOB; 3 — Gororpadust
HAlMeHTa MOCIC HMCCEYCHMS] TMIAaHTCKOH CIIMHHO-MO3TOBOI TPBDKM C MpPEABAPUTEIBHBIM DACTSDKCHHEM KOXH CIHMHBI C
[IOMOIIBIO IKCIIAHICPOB.

[Ipu comyrcTByMOMmEH Mporpeccupyromieil ruapomnedaind y AETed ¢ BPOXAECHHBIMH CIHUHHO-
MO3TOBBIMHU T'pbDKaMH, B OOJBIIMHCTBE Ciiy4aeB 3pPeKTuBHA aHOocKonuyeckas I1I-eenmpuxynrocmomus 8
KOMOUHayuu ¢ 08YCMOpOHHeU niekcycakmomuetl. JlanpHelliee mporpeccupoBaHue Truapouedatnu
HaOI0JaeTCsl y MEHee IMOJIOBUHBI MAallMEHTOB, YTO TpeOyeT MUMIUIAHTALMU BEHTPUKYIONEPUTOHEATLHOTO
myHTa. CrneayeT OTMETUTh, YTO y LIYHTUPOBAHHBIX JETEH €O CIUHHO-MO3TOBBIMU TpbDKaMU 4Yalle
MIPOBOJISTCS] PEBU3UH ITYHTUPYIOUINX CUCTEM B CBSI3U C UX AUC]YHKUIHECH.

Jlunomenuncomuenoyene SBISIOTCS BapUAHTOM CIIMHHO-MO3TOBBIX TIPbDK. OTIMYUTETBHBIMU
O0COOCHHOCTSIMH SIBIIIOTCS: HAJIWYHME THIIEPIUIA3UPOBAHON JKMPOBOW TKaHH B COCTaBE IPHDKEBOTO MEIIIKa,
HAJIMYUE CHOHHAIBHBIX JIMIIOM Ha YPOBHE TIPHDKEBOTO O0Opa30BaHUS M, KaK MPaBUIIO, MHHHMAIbHO
BBIp@KEHHAs HEBPOJIOTHYECKast cuMmmnTomMathka. CHUHAJIbHBIC JMIOMBI HPU JIUTIOMEHHUHTOMHUEIIONETE
SIBJISIFOTCSL CBOCTO pOJia MOPOKOM pa3BUTHs, a HE ONMyXOJIEBBIM 3a0oJicBaHHMEM. PaqukaibHOE ymajieHue
CIUHAIBHBIX JIATIOM MOJKET MPUBECTH K YXY/IIIICHUIO HEBPOJOTHUECKON CUMIITOMATHKH. B Haleil npakTuke
MBI UX yIQJIseM B Tpe/iesiaX TKaHel MPHU CTUMYJISIIMKA KOTOPBIX MBI HE TIOJTyd4aeM OTBETOB MPH MPOBEICHUU
HHTPAOTEPAMOHHON  3JekTpoHelpomuorpaduu. OCTaTOYHBIE JIMIIOMBI, Kak MPaBHIO, HEOOIBIINX
pa3MepoB U HE BIMSIOT Ha COCTOSTHHE MarueHToB. [IpuBenensl potorpaduu, MP ToMOrpaMMsl 10 U MOcCie
orepalid W HWHTPAONEepaloHHble (GoTorpaduy MAIMEHTOB € JIMIIOMEHHUHTOMHMENOIEIe MOSICHHYHO-
KPEeCTIIOBO# obmactu (puc. 3).



Puc. 3. ®ororpadun manyeHTa ¢ IMMOMEHHHI OMHEIIONENe OSICHIYHO-KPECTIIOBOH obJiacT 10 (a) u mocie (0) oneparmy.
MP Tomorpammbel 10 (B) m mocne (T) WCCEYEHMS JIMINOMEHWHTOMHENOIENE IOSICHUYHO-KPECTIIOBOM  OOIacTH.
Wnrpaonepanmonssie Gororpaduu mamueHTa ¢ JIMIIOMEHHUHIOMUENOLENE MOSCHUYHO-KPECTIIOBOM OONACTH: 1 — BBIACICHUE
IPBDKEBOTO MeNIKa, € — oOpa3oBaBLIMiics AeeKT TBEPAOH MO3TOBOI 0OOJIOYKH YCTpaHEH ¢ OMOIIBI0 CHHTETHYECKON 3aIlIaTKH
(ucKyccTBEHHAs TBEpask MO3TOBast 000JI0UKA).

Yempanenue pukcayuu cnunnozo mosza. B cBoel mpakTUKE MBI CTaJKUBAEMCS C IEPBUYHOU M
BTOPUYHOM ¢ukcanueit crnuHHOro Mo3sra. IlepBuuHas ¢uKcanus CIMHHOTO MO3ra MPOSIBIISETCS
YKOpPOUYEHHEM M YyTojmeHueMm (O6ojee 2 MM) KOHEYHOW HHUTHM M aHOMaJIbHO HHU3KHUM paCIOJIOKEHUEM



2JIEMEHTOB CIIMHHOTO Mo3ra (Hwke ypoBHs L2 mo3BoHka) (puc. 4 a). B maHHBIX ciydasix IpOBOJIUTCS
JAMUHOTOMUSL Ha ypoBHE | IIO3BOHKA, BBIJCIIEHHE TEPMUHAJIbHOW HUTH U €€ paccedyeHue. BropuuHas
(uKcanys CIMHHOTO MO3Ta BCTPEYAETCs y MAIIMEHTOB MOCJEe UCCEUEHUS] CIIMHHO-MO3TOBBIX IPbIXK (puc. 4 0,
B). B maHHBIX cirydasix KayJaJbHbIE OTIENbl AUCIUIA3MPOBAHHOTO CIIMHHOTO MO3ra (PUKCHPOBAHBI K 3a/(HEH
CTEKE JypallbHOIO MEIIKa pyOLl0BO-CIIA€YHBIM IIPOLECCOM. XUPYPruueCKOe BMEIIATEIbCTBO 3aKI04ACTCS B
OTJICJICHUH KayJaJbHbIX OTAEJOB CIMHHOTO MO3ra OT 3aJHEll CTeHKM AypajibHOro Mmemika. C 1enbro
IpeloTBpallleHusl peukcanuy, AUCIIA3UPOBaHHbIE KayJdallbHbIE OTAEbl CIIMHHOTO MO3ra YIIMBAKOTCS B
BUJIC TPYOKH 32 MSTKYIO MO3TOBYIO OOOJIOYKY, 3aBEpIIACTCS OINEpamus KCIIAHCUBHOW yparulacTUKON C
BCTaBKOM M3 CHHTETHYECKOTO 3aMEHHTENsI TBEPIOW MO3roBoi 00osouku. Onepannu npu GUKCUPOBAHHOM
CIIMHHOM MO3r€ HaMU MPOBOJATCS UCKIIOYUTENIBHO C HUCIOJIb30BAHUEM MMKPOXUPYPTUUYECKON TEXHUKU U
10/1 KOHTPOJIEM UHTPAONEPALIMOHHOTO HEHPOMOHUTOPHHTA.
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Puc. 5. MPT nammentku 4 et 10 (@) u mocie (6) ycTpaHeHHUs] BTOPUYHON (PUKCAIIMH CITMHHOTO MO3Ta.



