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Habniogenus u3 npakTuky

ONEPATUBHOE JJEYEHUE HECTABUJIBHOCTHY IEMHOI'O

OTIEJIA IIO3BOHOYHUMKA Y PEBEHKA C CUHIPOMOM

KJIUNNEJII—®ENIS

Kadenpa xvpypruyeckux 6onesHeli netckoro so3pacta (3ae. — npod. U.A.Komuccapos) CaHkT-lMeTepbyprckoit

rocyaapCTBEHHON NegnaTpuyecko MeguUMHCKON akageMmmm

KnioueBbie cnoea: cunHgpom Knunnens—deins, xvpyp-
s Wen 1 NO3BOHOYHMKA.

CunpipoM, omucannblii Knunmenem n deiinem B
1912 r., sBnsieTcss BapMaHTOM HAPYIICHUS CErMEH-
Tauud M (popMHUPOBaHMS TeJ IIEHHBIX MO3BOHKOB.
Yactora mopoka 1:42 000. OH o6bMHO coveTa-
€TCSI C BBICOKMM CTOSHHEM JIOTIATKU, CKOJIO30M,
MBIIIEYHON KPUBOLLEEH, a TaKyKe aHOMAJIMSIMU BHYT-
PEHHUX OpraHoB. B GOJNBIIMHCTBE CIlydyaeB CUHJI-
POM SIBASIETCA CYry0O KOCMETMYECKON MpOOJIEMON.
Hu opun u3 aBTOpOB, 3aHMMArOIIMXCS CUHIPOMOM
Kuunnensg—®eins, He Nporu3BOAUI HEMOCPECTBEHHO
KOPPEKIMIO KOCTHOTO MOpoKa. YacTo y 3TOM rpymiib
GOJILHBIX MPOM3BOIUTCSI HU3BECHUE JIONATKU MPU ee
BBICOKOM cTosiHMH. Onepanun Ha camoil 11ee onmca-
Hbl B HEMHOTOUMCJICHHBIX EIMHUYHBIX COOOILCHUSIX.
A.Bonola [2] npemioxun onepanyio IiepBUKaIM3a-
UK, KOTOpasi MOXKET BKIIHOUYATh KOXHYIO, MbIIIEY-
HYIO ¥ KOCTHYIO TUTACTHKY JIJISl YJTy4IIeHHs BHEILTHETO
BHUJIa OOJILHOTO.

OnmMcaHne HEBPOJIIOTMYECKUX U COCYIUCTBIX pac-
CTPOUCTB y OOJBHBIX C cuHApoMoM Kimmmens—
deiing npefcTaBieHbl B BUJIe HAOJIOICHUN B 3apy-
OexxHbIx paborax. Tak, I.Nasan u coasr. [4] onm-
canu TpoM003 BepTeOpanbHOU apTepuu y OOJLHON
7 ner ¢ napyuiennem cermenTauun Cp—Cryp. ABTOpBI
MOy YNNI XOpotuit 3heKT OT aHTUKOATYJISTHTHOM
tepanuu. G.Allsop u coagT. [ 1] npousBesu nepenHero
JIEKOMITPECCUIO CIIMHHOTO Mo3ra Ha ypoBHe Cp—Cyy,
NyTeM JIMCKIKTOMHUM y 7 JIETHel IEBOUYKM C cpaile-
HUEM JIyT TI03BOHKOB Ha ypoBHe C—C\y, M KIMHUKOM
MUEJIONATUM B pe3yJsibTaTe MpoJjianca MeKIO3BOH-
koBoro mucka. J.Hall u coasr. [3] onmcamu ciydai
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MHEJIONATHH Ha (pOHEe HECTAOMIILHOCTH B €/JUHCTBEH-
HOM coxpanuBIIMM fiBroKeHns cermente C—Cry, npu
BPOXKJIEHHOM KOCTHOM OJioke Ha ypoBHsIX C—Cy; n
Cy—Cy- VHTepecHo, 4TO aBTOpBI MOATBEPXKIAIN
[AMarHo3, UCMOJb3ysl IMHAMUYECKYIO SIIEPHO-MarHuT-
HYI0 ToMOorpacuto. PeGeHKy ObUT MpoM3BeieH 3aJHAN
CIOHJIMIIONE3 C (pUKCALMel ayTOTPaHCIUIAHTATAMU U
MPOBOJIOKOM.

[IpuBopuM mnpuUMEp ONEPATUBHOIO JIEUCHUS
pebeHKa ¢ HeCTAaOMIIBHOCTBIO IIEHHOrO OTHENa 1M03-
BOHOYHMKA Ha ¢oHe cuHapoma Knunnens—dPeiins,
OCJIO>KHUBILIETOCS] HEBPOJIOTUYECKUMH PACCTPOMCT-
BaMU.

BonbHoii B., 10 niet, cunapom Knnnnensi—®eitnst oGHapyKeH
¢ poxpieHnsi. B 5 ner npousBeieHO HU3BE/IeHNE TIPABOIl JIONATKU.
IlefiHblil OTHEN NMO3BOHOYHUKA B [UHAMUKE HE HUCCJIENOBAICS.
IMocne npeKKa ¢ BEICOTBI 2 M HA HOTH y peGeHKa pa3BHIICS TeT-
pamnapes, ¥ OH OblJ1 FOCIIUTAIM3UPOBAH B IETCKOE MH(PEKLMOHHOE
OT/eJIeHHe C MOAO3peHMeM Ha HelpouHpekuuo. [Iuarnos Heii-
pouHeKUMM ObUT CHAT B TeUEHHE 2 CYT, U PeOSHOK NepeBefieH B
Hallly KJIMHKUKY C NOJO3PEHNEM Ha KOMIIPECCUIO CIIMHHOTO MO3ra
Ha LIeiiHoM ypoBHe. PeGeHok pa3BuT no Bo3pacty. OTpuuaer
(hakT TpaBMbl, KpOMe NpbIKKa ¢ BbICOTHI. Lllest pe3ko ykopoueHa.
I'onoBa — mno cpepueit nuHun. Huskuit ypoBeHb pocTa BOJIOC.
KuarenbHble MbIIIIBLI HE U3MEHEHBI. [IBUXKEHNS B LlIee IPAKTU-
YEeCKU OTCYTCTBYIOT. He3HaunTe bHbI AUCTIIIACTUYECKUI IPaBO-
CTOPOHHMIA 'PY/IHOM CKOJIMO03. ['-06pa3Hblii nmocaeonepauyoHHbIi
py6el] B 06/1aCTH MpaBoO¥l JIONATKU. Y POBEHb JIOMATOK MPAKTU-
4ecKM OfuHAKOB. IlepegBUraTbCsi CaMOCTOSITEJILHO HE MOXKET.
Cua MBI, HIDKHAX KOHewHocTell — 1 Oamn, BepxHHX — 3
6auta. YyBCTBUTENBLHOCTL He HapylleHa. PaccTpoiicTB Ta30BbIX
opraHoB HeT. [Ipou3BefieHO PEeHTIeHOJOrNYeCcKoe UCCIel0BaHNe
HIEfHOrO OT/Aea Mo3BOHOYHMKA. OTMevaeTcs HapylIeHHe cer-
menTauun Ha ypoBHsX Cpy—Cyypy 1 spina bifida posterior Cp;—Cy.
Ha yposre C[;~C,;; BUjIeH 3a4aTOK JIMCKa B BU/IE y3KOI MEXKTEII0-
BOI1 NOIOCKM NpocBeTyIeHusl. CTPYKTYpbl KPaHUOLEPBUKAIILHOTO
nepexofa BU3YaNIU3UPYIOTCSl IIOXO0. TpaHcopanbHble pEHTre-
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Puc. 1. Penmeenozpammol wielinoz0 omoeaa n0360HOUHUKA Y 60abH020 B., 10 nem, aexca ¢ sbimsaicenuem Ha nemae
Tauccona.

a— cpednee noaoxcenue, 6 — ceubanue; 8 — pasaubanue.

HOTpaMMbl HeMH(OpMaTHUBHBL. [Ipou3BefieHbl PEHTreHOrPaMMBI
LIefIHOro OTJieNla TMO3BOHOYHMKA JieXKa C (DYHKLMOHATIBHBIMI
npobamu (puc. 1). CruGanue 06eCneYMBaIOCh BAJIMKOM TIOf
TOJIOBY, a pa3ribaHne — PeKIIMHATOPOM U JIETKOil TPaKIyei Ha
netne ['mmccona. OOGHapyXeHa BbIpaskeHHasl HECTaOMIBLHOCTH
B cermente Cy—Cry, co cmewennem Cpy Knepenu Ha 3/4 Teaa
NpHM CrUOAaHNM W YCTpaHEHHWeM CMelleHusl npy pasrinbannu. Ha
MAarHUTHO-PE30HAHCHOI TOMOTpaMMe — KOMIIPECCHSI CITHHOTO
mosra Ha yposHe C;—C,y, JereHepaTHBHO M3MEHEHHBIM JIICKOM
(puc. 2).

B kavecTBe npejionepauoHHON MOArOTOBKK MAlMEHT Nepe-
BefleH Ha CTPOTHIl IOCTENBHBIN PEXXUM C BLITSDKEHHEM Ha TIeTiie
I'nuccona. ITOro ObLIO JOCTATOYHO, YTOOBI B TeueHue 1 Hen
MOTHOCTBIO YCTPAaHUTh HEBPOJIOTMUECKUE PACCTPONCTBA. 3aTeM
npousBefieHa (UKcalysl MO3BOHOYHMKA 3afHMM pAocTynoM. Ha
onepanuy BBISIBJIEHO BpPOKJEGHHOE HapylIeHNe apXUTEeKTOHUKH
3aJ[HIX CTPYKTYP UYEThIpeX BEPXHMX TO3BOHKOB C MCTOHUCHHEM
U pacHIeTIeHNeM UX Ayr. OTO 0OCTOSATENbCTBO HE IMO3BOJIMAIIO
UCTIONB30BaTh MMIUIAHTATBI /7S IIEHHOro OT/esa MO3BOHOYHMKA
u nocnepHuii ukcuposan crepxkHeM A.K.Jlynaesa, KOTOpbIit
ObUT 3aKpENieH CyOiaMMHApHO TONBKO Ha ypoBHe Cpy M K
PY/MMEHTAPHLIM HaJl- M MEXOCTHbIM CBsizkam oT Cj 1o Cpy.
Onepaiysi 3aBeplleHa 3aHIM CIIOHIMIIOAE30M ayTO- U allIOTPaH-
crmrantatamu. HapyskHasi IMMOOMIM3ANKsT THNCOBOM TTOBSI3KOM
TUna MuHepBa.

Ha penrtreHorpammax uepe3 1 Mec COXpaHSUIMCh MPU3HAKU
HeCTaOUILHOCTH Ha YPOBHE Cip—Cry/, B CBA3M C YEM NIPOM3BENIEHA
orneparnysi 3aJJHeT0 OKIMMHATOCTIOHIMIIONE3a C SKECTKOH (hUKCaLmit
TUTACTHHOI BUHTAaMM K 3aTBUIOYHON KOCTH M CyOJaMHUHApHO Ha
yposre C;,—C,, (puc. 3). BropbiM aTanom yepes 1 Mec BbImon-

HeHbI UCKIKTOMUSE Crp—~Cry M KOPIIOPOJIE3 2y TOTPAHCIVIAHTATOM
u3 rpebGHs mops3moumHoi Koctu (puc. 4). Ilepuop mocuneorte-
pauMoHHOro Ha6umosieHust cocrasui 6 ner. HeBpomornmueckux
HapylleHuil He oTMeuasioch. Yepes 1 ropx nocsie onepauyy cop-

MUPOBAJICSl KOCTHbIN OJIOK.

Y naupeHToB ¢ cunapomoM Kununnens—®eins
BO3MOXKHBI HEBPOJIOTMUECKME ¥ COCYMCTBIE pac-

Puc. 2. Maznumno-pe30HAHCHAS MOMOPAMMA MO0 e
boabH020. OOBACHEHUE 8 meKcme.

CTPOICTBA, BbI3BAHHbIE /JABJIEHUEM MOPOYHBIMU KOCT-
HBIMU WJIM XPSAILIEBbIMU 3JIEMEHTaMK Ha COOTBETCTBY-
toue cTpyKTypbl. CoxpaHeHne NOfBUKHBIX MO3BO-
HOYHO-/IBUr'aTEJIbHbIX CETMEHTOB MOXKET MOCIYXKHUTh
NPUYMHON Pa3BUTHS HAPACTAIONIEN HECTAOUIBLHOCTH.
3apHNil CIOHMIIONE3 NPH BBIPAXKEHHOM MOPOKE Pa3-
BUTHSI TPeOYyeT MOCTAHOBKH HafIe>KHBIX (PUKCATOPOB.
OH MoKeT ObITb BBINOJIHEH ML NPU YCIOBUU
yCTpaHeHus] MepefiHe3ajHero CMelleHns B CBOOO.-
HOM TIO3BOHOYHO-JIBUTaTEIbHOM CEIMEHTE METO[O0M
BBITSDKEHHSI M TIPY HAJIMYMKU XOPOLLIO Pa3BUTBIX KOC-
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Puc. 3. Penmzenozpamma mozo sce 60AbHO0
nocae 3a0Hez0 OKUURUMOCNOHOUAOOE3A.

THBIX CTPYKTYP 33/JHEH ONOPHOI KONOHHBI. [ToaTomy
nepey NPUHITHEM PpEIleHUs] O 3ajHell (puUKCcauuu B
COBPEMEHHBIX YCJIOBHUSX HEOOXOguMO mpuberatb K
KOMIBIOTEPHON ¥ MarHUTHO-PE30HAHCHOM TOMOTpa-
¢pun. Cuuraem, 4TO y MALMEHTOB C MPOJOIKAIOLIMM-
st pOCTOM U (WJIM) TP HEBO3MOXKHOCTH YCTPAHHUTH
feopMalnIo NePEeHEro OT/ela MO3BOHOYHOIO KaHa-
J1a HEOOXOAMMO TIOCIe 3aiHel (PMKCALMK IPOBOAMTH
NEPE/IHIOI PEKOHCTPYKUMIO IMO3BOHOYHOIO KaHa-
Ja, 3aBeplias ee KOpHOpofe3oM. AJbTepHATHBHBIM
BAapUaHTOM MOXET ObITb MCKIIOUMTENIEHO MEpEenHss
uKcauysi ¢ MCMOJIb30BAHUEM MEPEAHUX (PUKCUPY-
IOLIMX TJIACTHMH, HO JJAHHAs ONepauys TakXe JJOJKHA
BBINOJIHATHCS OCJIE NPEBAPUTENBHON MONBITKY BOC-
CTAHOBJICHMS] APXUTEKTOHMKHU MO3BOHOYHOI'O KaHaja
METOJIOM BBITSIXKEHUSI.

Boabnbie ¢ cungpomom Knunnens—Peiins Hyx-
[AIOTCS B AUCTIAHCEPHOM HaOJIFO[IEHUU C OCMOTPOM He
pexxe 1 pasa B rop. [Ipu nosiBnennn HeBpoJormyec-
KO¥ CMMIITOMATHKM WM LepeOpalIbHbIX COCYAUCTBIX
HapyUIEHUsX NAUUEHThbl C 3TUM CHHJPOMOM [IOJIXKHbI
ObITH OOCIIEIOBaHbI C WCHOJB30BAHUEM (PYHKIMO-
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Puc. 4. Penmezenozpamma mozo e 604bHO20
nocae hopmuposanus nepeore20 KOCMHo20 6A0Ka
Ha ypoere C;;~C, (wepes 1 200 nocae onepayuu).

HAJIBHBIX METOJIMK JIy4€BOM IMArHOCTHKH, KOMIIBIO-
TEPHOU W SAIePHO-MarHUTHOW TOMOTpacuy, aHTHO- 1
nonmieporpacdmm. Henb3st gomyckath yriyOsieHust
(pyHKIMOHANIBHBIX paccTpoicTB. MX Heob6XxoauMo
JVKBUMPOBATh ONEPATHUBHBIM JIEYEHMEM B Hayallb-
HOM nepuoyie pa3uTus. CiefyeT OTMETUTD, YTO 3TH
paccTpoiicTBa MOSIBIIAIOTCS, KaK MPAaBUIIO, y CTAPIINX
AeTell WM B3POCIbIX, U CaMO MX TOSIBIICHHAE YK€
yKa3blBa€T Ha WCTOLLEHWE KOMIEHCATOPHbIX BO3-
MOXKHOCTEN.

BUBJIMOrPAGUYECKII CNINCOK

1. Allsopp G., Griffiths S., Sgouros S. Cervical disc prolapse in
childhood associated with Klippel-Feil Syndrome // Child’s Nerv.
Syst.—2001.—Vol. 17.—P. 69-70.

2. Bonola A. Surgical treatment of Klippel-Feil syndrome // J. Bone
Joint Surg. Br.—1956.—Vol. 38.—P. 440-448.

3. Hall J., Simmons E., Danylchuk K., Barners P. Instability of cervical
spine and neurological involvement in Klippel-Feil syndrome. A case
report // J. Bone Joint Surg. Am.—1990.—Vol. 72.—P. 460-462.

4. Nasan |., Wapnick S., Kutscher M., Couldwell W. Vertebral arterial
dissection associated with Klippel — Feil syndrome in a child //
Child’s Nerv. Syst.—2002.—Vol. 18.—P. 67-70.

IMocrynuna B pepakumro 29.10.2007 r.



