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V3 3-1 copoockas oemckas knunuueckas 601bHUYA

A.A. Ustinovich, T.M. Galitsa, E.E. Jerebilova, SV. Kuzmina, G.V. Leus, A.N. Racut.
KLIPPEL — FEIL SYNDROME

B 1912 rony ¢panmysckue Bpaun M. Klippel (sesponartosnor) u Andre Feil
(peHTreHoIoT) ONKCca Il BPOXKACHHBINA TOPOK Pa3BUTHSI TO3BOHOYHHUKA,
XapakTepHu3yroIuics aedopmaiueit (ykopoueHneM) meu, 00yCa0BICHHON
YMEHBIIICHUEM YHCJIa MIEHHBIX TO3BOHKOB, UX CPAIIECHUEM WK MEHBIITUMU
pa3Mepamu.

[Honynsunonnas yactora 1 : 120 00O0.

Paznuyarot Tpu THna neopmManuu: NepBblil TUII — YMEHbIIEHUE 00Iero yucia
HIEIHBIX TO3BOHKOB; BTOPOM THUIT — CHUHOCTO3 BCETO CMASTHHOTO B €IMHYIO KOCTb
HIEITHOTO OT/eJa MO3BOHOYHHUKA C 3aThbUIOYHOM KOCTHIO U BEPXHUMHU IPYTHBIMU
MO3BOHKAaMHM; coueTanue 1 win 2 Tuma ¢ CHHOCTO30M HIXKHETPYIHBIX U MOSICHUYHBIX
MO3BOHKOB. YacTo aedopmaliyisi COyeTaeTcsl ¢ He3apalleHueM JyXKeEK MO3BOHKOB
(spina bifida cervicalis), Hanuuriem meldHBIX pedep, CHHXOHIPO30M JIOMATOK C
MO3BOHOYHMKOM IPH BHICOKOM uX cTostHuu (Oone3nbto [npenrers).

B GosiblIMHCTBE ciyyae CUHIPOM CIIOPAIUYEH, UMEIOTCS IaHHbBIE O €r0 FT€HETUYECKON
reTepOreHHOCTH, HapUMep, 2 TUIl HACIeAYyeTCs ayTOCOMHO-IIOMHUHAHTHO, a 3 TUI -
ayTOCOMHO-PELIECCUBHO.

VY G0JBHBIX OTMEUYAETCS YKOPOUEHUE U OTPAaHUYECHHE MOJBUKHOCTH 1LIE€U, HU3Kas
IpaHulia pocTa BOJOC Ha 3aThbUIKE, KUPOCKOINO03. YKOPOUEHHUE IIEU NPUIaeT
MalMeHTaM 0COOBIN BU — «UEJIOBEKa-JIATYIIKU». B TsHKeNbIX ciaydasx no100poaoK
yOUpaeTcs B IPyAUHY, MOUKH YIIEH KacatoTcs IUied, 3aTPYHAETCS JbIXaHue U
rJIoTaHue. Y 4acTu O0JBHBIX MOTYT ObITh KPHLTOBUIHBIE CKIIAJIKH 11U, TTOPOKH
Pa3BUTHSI MBILIIL IJI€YEBOIO nosica. JIOnaTku MUPOKO pa3BeIeHbl, YACTO YKOPOUYEHBHI.
B GonbpmmHcTBE cityyaeB nedopmaiiust 6€3007€3HEHHA, HO MHOTIa COMTPOBOXKIACTCS
CUHAPOMOM C/IaBJICHHS IIEHHBIX KOPEIIKOB CIIMHHOTO MO3ra. Bo3MoKHbI
acCUMMETpHS JIMIIA, aHOMaJIuK 3y00B, Mukpouedanus, ruapouedanusi, CHUHHO-
MO3roBasi I'pblKa, IOPOKH pedep, Ty4yeBOM KOCTH U €€ MPOU3BOAHBIX, TOCTaKCHAIbHAs
nonuaaktunusa. B 45% ciyyaeB HaOmona10TCs TUMOIUIA3US U TUCTOMNUA 1MOYeK, B 25%
- ryxota, B 17 — 20% - pacmienuna Heba, B 15% - nopoku cepana. Takxke
XapaKTEepHbI MOPOKU Pa3BUTHSI HEPBHOM CUCTEMBI M1 YMCTBEHHAasi 0TcTanoctb. Co
CTOPOHBI I'J1a3 HaOJI0Ial0TCs MapaTuTHIECKOE KOCOTIa3nue, TUHIePMETPOIHsI, HUCTArM,
cunapom ['opHepa u Llrunnunra-Tropka-/lyana. Takxke xapakTepHsbl: c1ad0CTh pyK U
HOT, NepexoAs1ias Mo3/AHee B CIACTUYECKUE U NapaIMTUYECKUE NTaparuieruy U
TeTparieruy, HapyeHus: G yHKIHUA CUMIIATHYECKOTO OT/e1a HEPBHOM CUCTEMBI,
3epKaJIbHBIC JIBMKECHUSI KOHEYHOCTEH (M3-32 BOBMOXKHOTO OTCYTCTBHUS MIEPEKpecTa
MUPAMHUT), TIIyX0Ta, SMUICITHYCCKUE TPUTIAIKH, TIPUCTYIIBI TOJIOBHOM 0OJIH.
JlnarHocTuka CUHIpPOMAa OCHOBaHA Ha TpUaJle KIMHUYECKUX CUMIITOMOB. YKOPOUYECHHE
e, HabJro1aeMoe ¢ pOXKICHMsI, HU3Kasi TpaHuIla pocTa BOJIOC Ha IIee U
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OrpaHUYEHHE MOABUKHOCTH IOJIOBBI. [l yTOUHEeHUs Tuna AeopMalu MpoOBOJIAT
PEHTI€HOJIOTMYECKOE MCCIIEIOBAaHUE IEHHOr0 U IPYIHOTO OTJEJI0B MO3BOHOYHUKA B
npsiMoil 1 00KOBOI npoekuusx. Ha peHTreHorpaMmax yaiiie BbISIBJISIOT CpalleHue
4—6 1nIeiiHBIX MMO3BOHKOB B CIUIONMIHYIO MajoaudepeHIIMpOBaHHY0 KOCTHYIO Maccy.
WNHorja Tena no3BOHKOB CIMBAIOTCS JUIIb YaCTUYHO U TOT/1a MOXHO MPOCIEIUTh
y3KH€E MOJOCKU MPOCBETIEHUS — HEJIOPA3BUThIE MEXKIO3BOHOUYHBIE TUCKU. [Ipu
MOJIHOM CUHOCTO3€ OJIOKUPOBAHHBIMM OKA3bIBAIOTCS TEJA, AYKKU U OTPOCTKU
MO3BOHKOB. YaCTHUHBIN CUHOCTO3 BBI3BIBAET B MPOLIECCE POCTA UCKPUBIIEHUE
MO3BOHOYHHKA B CAarUTTAJIbHON WM (PPOHTATBHON MIIOCKOCTH.

HuddepeHunanbHblil TUarHo3 NPOBOAST C TYOEPKYJIE3HBIM CIIOHAMIUTOM BEPXHUX
HIEHBIX TO3BOHKOB, IBYCTOPOHHEN U OJHOCTOPOHHEH (popMaMU MBIIIEUHON
KpuBoIied (0COOEHHO MPHU OTCYTCTBUU 3P (PeKTa OT KOHCEPBATHBHOTO JICUCHUS).
Jleuenue, kak npaBuio, konceparuHoe (JIOK, maccax), HanpaBjieHO Ha
yIIy4IlIEHHE OCAaHKU U MPEeAYNPEXICHHE BTOPUUHBIX AepopManuid. [Ipu
BO3HUKHOBEHUHU KOMITPECCUH KOPEILIKOB CIIMHHOI'O MO3Tra, HAlpUMED LEHHBIMU
pebpamu, Ux pe3erupyrot. s ycTpaneHus: 60J€BOro CHHAPOMa Ha3HAYAIOT MIATKUI
BopoTHUK Tuna lllania, ananere3upyroniye cpencTsa, pu3noTepanuio.

BurtanbHbIil Iporuo3 0JaronpusTHIN OpU OTCYTCTBUU MOPOKOB BHYTPEHHHUX
OpraHoB, OHAKO Y OOJIbHBIX BO3HUKAIOT CEPbE3HbIE KOCMETUUECKHE U
(GyHKUHOHAIBHBIE TPOOJIEMBI.

B npuBoaMMOM KIMHUYECKOM HAOJIOJIEHUH BBISBIEHO PEIKOE COUETaHHE CHHIpOMa
Kimmnnens - ®einist 1 TepaTtoMbl CIMHHOTO MO3Ta.

Hesouka I1I. pogunace ot 1 6epemennocty, 1 posos, B cpoke 40 Heemnb.
bepemMeHHOCTB OTsTOIIIEHa XPOHUYECKON (PeTo-TIIalleHTapHOM HEJOCTATOUYHOCTHIO, B
poJlax — paHHee U3JIUTHE OKOJOIIIOAHBIX BOJ., YTPOXKAIOIIMKI pa3pblB MPOMEKHOCTH,
0e3BoAHbIN nepuos . 2 4. 50muH. Macca Tena npu poxaerun — 3900, qiauHa - 55 cM,
olleHKa 1o 1mkane Anrap 8/9 6aos. Beimucana nomoit Ha 3 cytku xu3Hu. Ha
CIICAYIOINI AeHb (4 CYyTKH j)KU3HU) Ha BPaueOHOM MaTPOHAXKE OTMEUEHBI )KaI0O0bI HA
CHW)KEHHE aNMeTUTa, BSUIOCTh, OCUILIOCTh I0J0Ca, OTCYTCTBUE IBUKEHUIN B MPaBOM
pyuke u ¢ quardoszom «OPU, nepenom Kitouuribl 7 HarpaBiieHa B CTallMOHAP.

C uenplo yTOUHEHHUS XapaKTepa MaToJI0ruu peOCHKY BBIITOJIHEHbI 0030pHas
peHTreHorpamMma ckeneta, (puc.l), KT u MPT ITHC.



Puc. 1

Puc. 2

3axmoyenue KT rosoBHOro Mo3ra: BISIBISIETCS OTEK O€JI0r0 BEIECTBA T'OJIOBHOIO
MO3ra, YMEPEHHO BbIpaKeHHasi BHYTpeHHsIs Tupouedanus ['unotpodus yepss
Mo3xkeuKka. KuctononoOHbIN TSK B MPOESKIUU MTPOJOJITOBATOTO MO3Ta.

KT meiiHOro u rpy1HOro OoT/i€71a NO3BOHOYHHKA: BPOKIECHHBIN KOCTHBIN OJIOK TeJ
2.3.7. Tpy/AHBIX MIO3BOHKOB C NIEepeHel pacuieuHol 3 U 4 TPYyIHBIX TO3BOHKOB.
[Tonepeunsie orpoctku C5, C6, C7 MO3BOHKOB CIUTHI K KOCTHBIE KOHTJIOMEPAThI C
o0eux cTopoH. AHoManus cpaiienus 3, 4 u 5 pedpa ¢ obeunx ctopo. [IpaBas
KJIFOUMLAa BOTHYTa B cpeHux otaenax. [llupokas paciienuna 3aiHeld CTEHKH
MO3BOHOYHOT0 KaHaja Ha npotskenun C6 — Thd, MmakcuManbHOU IMpUHOM 10 21MM
B KOPOHAPHOH IMIIOCKOCTH. B mpoekiinu mo3BoHOYHOro KaHana Ha yyactke C5—Th2
onpeensieTcss UHTpaaypajbHOE U30TUIIEPUHTEHCUBHOE 00beMHOE 00pa3oBaHue
20x15mM, BeI3BIBaMOIIEE JeopMaliyio (BOTHYTOCTb) Tl IPHIISKAIIUX TO3BOHKOB:
3axmouenue: KT npuzHaku 00beMHOT0 NaTOJOTHYECKOT0 00pa30oBaHUs
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MO3BOHOYHOTO KaHaya Ha ydactke C5 — Th2 no3BoHKoB. BposxeHHbIC KOCTHBIC
aHOMAJIUHU.

MPT mieitHoro oT/ea MO3BOHOYHUKA: HHTpaMe Ty sipHo Ha ypoBHe C5 - Th2
onpezensercs o0beMHoe oOpazoBanue 20X15MM ¢ OyrpUCTBIMU KOHTYpaMH,
MHTEHCUBHO HAKaIlJIMBAOIlee KOHTPACTHOE BEUIECTBO, MIMeeT MecTo BpoKIeHHas
aHoMaJIisg CMHHOTO Mo3ra. C ypoBHS MPOAOJATOBATOIO MO3ra OH pa3/IBOEH,
UCTOHYEH, AuameTp 1,5X2 MM 10 ypOBHS BBIIIEONHUCAHHOIO MATOJIOTMYECKOTO
oOpa3oBanus. ['unomnazupoBanbl 00e remuchepsl MO3KEUKa, €ro 4epBb. B rpynHoM
oTzene cnuHHOro Mo3ra Ha ypoae Th7, Th8, Tul2 —L1 onpenensercs
THITIOMHTEHCUBHBIN CUTHAJ (HEJIB3S UCKITIOYUTh CUPUHTOMHEIIHIO). 3aKII0UYCHUE!
MPT nposiBiieHHs HHTpaMEeyJUIIPHOTO 00beMHOr0 00pa3oBanus Ha ypoBHe C5 —Th2
CIIMHHOTO MO3Ta. Bposk/ieHHast aHOMaJIvsi CIIMHHOTO MO3ra (ero pa3aBoeHHGOCTH B
nrerinoM otjelie) CUpUHrOMHENHSI B TPYIHOM OTJIENe, THITOIIa3Us YePBS MO3KEUKA,
ero remucadep.

Ha 8 cyTku »u3Hu peOeHOK ObLI MepeBeieH B HEUPOXUPYpruieckoe oTaesieHue 9
rOpOJICKOM KIIMHUYECKOW OOJIbHUIIBI ¢ AMarHo3oM: OO0beMHOe 00pa3oBaHUE
CIMHHOTO Mo3ra (3penas teparoma) Ha ypoBHe C7 —Tu3 no3Bonkos. BITP ITHC:
6one3np Knunnens — ®eitng ¢ runomiazueii Mmo:xeuka. Terpanapes, 6oJblie cipasa.
Bbynbs0apHbIil cHHAPOM.

Ha 11 cytku xwu3Hu peOeHKy Oblia nmpoBeaeHa jgsimuadIkToMust C7 — Th3, ToTansHoe
YAQJIEHUE OITYXOJIH.

I'ucronornueckoe 3aKIOUEHUE: 3peras TepaToMa.

B nocneonepanuoHHbIN EPUOJ B HEBPOJIOTHYECKOM CTaTyCe COXPAHSIUCH
OynpOapHble HApYUIEHUS B BUJI€ HAPYILLIEHU IJI0TaHUs, TeTpanapes, riyoxe crpana,
COXPAHSUICS JTUTENbHBIA CYyOPEOpUIUTET.

[Tonyyana MeTMKaMEHTO3HOE JICUEHHE  aHAITUH, e()aTOKCUM, aMHUKaI1H,
ayrMeHTHUH, 6ModJiop, 1eKcaMeTa3oH, MPEIHU30JIOH, ITaM3UJIaT, TUajakKT,
naHkpeatuH, uHQy3un C3I1, 3puUTpouuTHON MaCCHI.

B nanpHeiimem, Ha 3-M Mecsle KU3HH Y peOeHKa pa3BUIICS MU TUYECKUN
CUH/POM C HAJIMYMEM IeHepaIM30BaHHbIX NpumnaakoB. Ha ¢pone pecnuparopHbix
npo0JieM, 00yCIIOBIICHHBIX AehopMalueit rpyaHon kieTku (puc. 2) u
HEBPOJIOTMYECKOW CUMIITOMATUKON, C(HOPMUPOBATIUCH KapIUOMET NI U JIErOYHast
runeptensus || crenenu, HKI crenenu. B nanbueiiiem pedbeHok cTpaaan riay0oKoi
3aJIepKKOI ICUXOMOTOPHOT'O Pa3BUTHS, TAKIKE Y HETO COXPAHSIICS CYIOPOKHBIN
CUHAPOM.

Takum 00pa3oM, B JTaHHOUN KIMHUYECKOW CUTyalluu HA0JII01aeTCs PEKOE COUETaHUE
cunapoma Knunmensa — @eins ¢ TepaTtoMoi HIEHHO-TPYAHOTO OT/IEIa TO3BOHOYHHKA,
4TO 00YCJIOBHIIO Pa3BUTHE Yy PEOEHKA TSXKEIIBIX HEBPOJOTHUECKUX U COMATUUYECKUX
HAPYLICHUM.
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