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KLIPPEL — FEIL SYNDROME

B 1912 rony dpaniysckue Bpaun M. Klippel (sesponartosnor) m Andre Feil
(peHTreHoIoT) ONKCca Il BPOXKACHHBINA TOPOK Pa3BUTHSI TO3BOHOYHHUKA,
XapakTepHu3yroIuics Aepopmaiueii (ykopodueHneM) meu, 00yCa0BICHHON
YMEHBITIICHUEM YHCIIA IEHHBIX TTO3BOHKOB, X CPAIIEHUEM WU MEHBIITUMHU
pa3Mepamu.

[Honynsiunonnas yactora 1 : 120 00O0.

PasznuuaroT Tpu THma AedopMaIui: mepBblil TUIl — YMEHbIIEHHE 00IIero 4rcia
HICHHBIX TO3BOHKOB; BTOPOM THUIT — CHHOCTO3 BCETO CIATHHOTO B €IMHYIO KOCTh
HICHHOTO OT/ela MO3BOHOYHHKA C 3aThUIOYHON KOCTBIO M BEpXHUMH TPy THBIMU
MO3BOHKAMH; coueTaHue 1 uim 2 THIa ¢ CHHOCTO30M HIDKHETPY/IHBIX U MOSICHUIHBIX
MO03BOHKOB. YacTo aedopmaliyisi cCoueTaeTcsi ¢ He3apaleHueM AykKEK MO3BOHKOB
(spina bifida cervicalis), Hanuuriem meldHBIX pedep, CHHXOHAPO30M JIOMATOK C
MO3BOHOYHMKOM IPH BBICOKOM HX cTostHuM (0one3nbto [Inpenrers).

B GonpmmHCTBE Ciydae CHHAPOM CHOpaAnyeH, HIMEIOTCS JaHHBIE O €T0 TeHETHYECKOM
reTepOreHHOCTH, HarpuMep, 2 TUIl HaclIeAyeTCs ayTOCOMHO-IOMHUHAHTHO, a 3 THUT -
ayTOCOMHO-PELIECCUBHO.

Y OONBHBIX OTMEUYAETCS YKOPOUCHHUE W OTPaHIUCHUE TIOJBUKHOCTH II€H, HU3Kas
IpaHulia pocTa BOJIOC Ha 3aThbUIKE, KUPOCKOINO03. YKOpPOUEHHUE IIEU NPUIaeT
naeHTaM 0COOBIN BUJ — «JENOBEKA-JIATYIIKI». B TSHKENbIX cllydasx mog00poaoK
yIHpaeTcs B TPYAMHY, MOUKH YIIEH KacaroTcs IJied, 3aTPYAHICTCS TbIXaHUuE ’
rJIoTaHue. Y 4acTH OOJIbHBIX MOTYT OBITh KPBUTOBHIHBIE CKJIAJKU IIEH, TOPOKU
Pa3BUTHS MBIIII] TUIEYEBOTO Mosica. JlomaTku MIMpoKo pa3BeleHbl, YaCTO YKOPOUECHHBI.
B GonbpmmHcTBE cityyaeB nedopmaliust 6e3007e3HEHHA, HO MHOT]Ia COMPOBOXKIACTCS
CHUHJIPOMOM C/IaBJICHUS IICHHBIX KOPEITKOB CIMHHOTO MO3ra. Bo3MOKHBI
acCUMMETpHS JIMLA, aHOMaJInu 3y00B, Mukpouedanus, ruapouedanus, CHMUHHO-
MO3rOBasi TPbIKa, TOPOKH pedep, TydeBOi KOCTH U €€ MPOU3BOIHBIX, TOCTAKCHATbHAS
nonuaaktunusi. B 45% ciyyaeB HaOm0na10TCs TUMOIUIA3US U TUCTOMNUA 1OYeK, B 25%
- ryxota, B 17 — 20% - pacmienuna Heba, B 15% - nopoku cepana. Taxxke
XapaKTepHBI IOPOKH Pa3BUTHS HEPBHOW CHCTEMBI U YMCTBEHHAs 0TCcTanocTh. Co
CTOPOHBI I'J1a3 HaOJI0Ial0TCs MapaJTuTHYECKOE KOCOTIa3nue, TUHIePMETPOIHsI, HUCTArM,
cunapom ['opHepa u Lltunnunra-Tropka-/lyana. Takxke xapakTepHsbl: c1ad0CTh pyK U
HOT, TIEpeXOs1Ias MO3JHEE B CIIACTUYECKHIE U MAPATUTUIECCKHE Maparvieruy U
TeTpaIuIeTu, HapymeHus: QYHKIUI CUMITATUYECKOTO OT/IeNIa HEPBHOM CHCTEMBI,
3epKaJIbHBIC JIBMKECHUSI KOHEYHOCTEH (M3-32 BOBMOXKHOTO OTCYTCTBHUS MIEpEKpecTa
NUPaMUJT), TIIyX0Ta, SMUICITUYCCKHE IPUTIAIKY, IPUCTYIIBI TOJIOBHOM OOJIH.
JlnarHocTka CHHAPOMa OCHOBAaHA Ha TpUaJe KIMHHYECKUX CUMIITOMOB. YKOPOUCHHE
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.
WHorja Tena no3BOHKOB CIMBAIOTCS JUIIb YaCTUYHO U TOT1a MOXHO MPOCIEIUTh
y3KH€ MOJOCKU MPOCBETIEHUS — HEJIOPA3BUThIE MEXKIO3BOHOUYHBIE TUCKU. [Ipu
MOJIHOM CUHOCTO3€ OJJOKUPOBAHHBIMM OKA3bIBAIOTCS TEJA, JYKKU U OTPOCTKU
MO3BOHKOB. YaCTHUHBIN CUHOCTO3 BBI3BIBAET B MPOLIECCE POCTA UCKPUBIICHUE
MO3BOHOYHHKA B CAarUTTAJIbHON WM (PPOHTATBHON MJIOCKOCTH.

JuddepeHunanbHblil TUarHo3 NPOBOAST C TYOEPKYJIE€3HBIM CIIOHAMIATOM BEPXHUX
HIEIHBIX TO3BOHKOB, IBYCTOPOHHEN U OJHOCTOPOHHEH (popMaMu MBIIICYHON
KpuBoIied (0COOEHHO MPHU OTCYTCTBUU 3P (PeKTa OT KOHCEPBATHBHOIO JICUCHUS).
Jleuenue, kak npaBuio, konceparuHoe (JIOK, maccax), HanpaBieHO Ha
yIIy4IlIEHHE OCAaHKU U MPEeAYNPEXICHHE BTOPUUHBIX AepopManuid. [Ipu
BO3HUKHOBEHUHU KOMITPECCUH KOPEIIKOB CIIMHHOI'O MO3Tra, HAPUMED IIEHHBIMU
pebpamu, ux pe3erupyrot. s yctpaneHus: 60J€BOro CHHAPOMa Ha3HAYAIOT MIATKUI
BopoTHUK Tuna lllania, ananere3upyroniye cpencTsa, pU3noTepanuio.

BurtanbHblil Iporuo3 0JaronpusTHIN OpU OTCYTCTBUU OPOKOB BHYTPEHHHUX
OpraHoB, OHAKO Y OOJIbHBIX BO3HUKAIOT CEPbE3HbIE KOCMETUUECKHE U
(GyHKUMOHAIBHBIE TPOOJIEMBI.

B npuBoanMMOM KIMHUYECKOM HAOJIOJIEHUH BBISBIEHO PEIKOE COUETaHHE CUHIPOMa
Kimmnnens - ®eist 1 TepaTtoMbl CIMHHOTO MO3Ta.

Hesouka I1I. pogunace ot 1 6epemennocty, 1 posos, B cpoke 40 Heenb.
bepemMeHHOCTB OTsATOIIIEHa XPOHUYECKOU (PeTo-TI1alieHTapHOM HEJOCTATOUYHOCTHIO, B
poJlax — paHHEee U3JIUTHE OKOJOIIIOAHBIX BOA., YTPOXKAIOIIMM pa3pbIB MTPOMEKHOCTH,
0e3BoAHbIN nepuos . 2 4. 50muH. Macca Tena npu poxaenun — 3900, qiauHa - 55 cM,
olieHKa 1o 1mkane Anrap 8/9 6amos. Beimucana momoit Ha 3 cytku xu3Hu. Ha
CIICAYIOINI eHb (4 CYyTKM )KU3HM) Ha BPaueOHOM MaTPOHAXKE OTMEUEHBI )KaI00bI HA
CHW)KEHHE aNMeTUTa, BSUIOCTh, OCUILIOCTh I0J0¢a, OTCYTCTBUE IBUKEHUI B MPaBOM
pyuke u ¢ quardo3om «OPU, nepenom Kitouuibl 7 HarpaBieHa B CTallMOHAP.

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



Puc. 1

Puc. 2

3axmtoyenue KT roJoBHOro Mo3ra: BISIBISIETCS OTEK O€JI0r0 BEHIECTBA T'OJIOBHOIO
MO3ra, YMEPEHHO BbIpa)K€HHasi BHYTpeHHsIs Tupouedanus ['unotpodus yepss
Mo3xkeuKka. KuctononoO6HbIN TSK B MPOESKIUU MTPOOJITOBATOTO MO3Ta.

KT meiiHOro u rpyiHOTO OT/i€JIa TO3BOHOYHHKA: BPOKAEHHBIN KOCTHBIN OJIOK TeJ
2.3.7. Tpy/AHBIX MIO3BOHKOB C NIEepeIHel pacuieMHol 3 U 4 TPyJIHBIX TO3BOHKOB.
[Tonepeunsie orpoctku C5, C6, C7 MO3BOHKOB CIMUTHI K KOCTHBIE KOHTJIOMEPAThI C
o0eux cTopoH. AHomanus cpaiienus 3, 4 u 5 pedpa ¢ obenx ctopo. [IpaBas
KJIFOYMLAa BOTHYTa B cpeHux otaenax. [llupokas paciienuna 3aiHeld CTEHKH
MO3BOHOYHOT0 KaHaja Ha npotshkenun C6 — Thd, MmakcuManbHOU IMpUHOM 10 21MM
B KOPOHAPHOH MIIOCKOCTH. B mpoekiiny mo3BoHOYHOro KaHana Ha yyactke C5—Th2
onpezensieTcss UHTpaaypajbHOE U30TUIIEPUHTEHCUBHOE 00beMHOE 00pa30BaHue
20x15mM, BeI3BIBaMOIIEE JAeopMaliyio (BOTHYTOCTb) Tl MPHIISKAIIUX TO3BOHKOB:
3axmouenue: KT npuzHaku 00beMHOT0 NaTOJOTHYECKOT0 00pa30oBaHUs

3



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 HAKaIlJIMBAaOIlee KOHTPACTHOE BEUIECTBO, MIMeeT MecTo BpoKIeHHas
aHoOMaJIisg CMHHOTO Mo3ra. C ypoBHS MPOAOJATOBATOIO MO3ra OH pa3/iBOEH,
UCTOHYEH, AuameTp 1,5X2 MM 10 ypOBHS BBIIIEONHUCAHHOIO MATOJIOTMYECKOTO
oOpa3oBanus. ['unomnazupoBanbl 00e remuchepsl MO3KEUKa, €ro YepBb. B rpynHoM
oTzene cnuHHOro Mo3ra Ha ypoae Th7, Th8, Tul2 —L1 onpenensercs
THIIOMHTEHCUBHBIN CUTHAN (HEJIBb3S UCKITIOYUTh CUPUHTOMHEIIHIO). 3aKII0UYCHUE!
MPT nposiBiieHHs HHTpaMeyJUISIPHOTO 00beMHOr0 00pa3oBanus Ha ypoBHe C5 —Th2
CIIMHHOTO MO3Ta. Bposk/ieHHast aHOMaJIHsi CIMHHOTO MO3ra (ero pa3IBOeHHGOCTH B
nreriHoM otjelie) CUpUHrOMHENHS B TPYIHOM OTJIENE, THITOTIIa3Us YePBsS MO3KEUKA,
ero remucaoep.

Ha 8 cyTku »u3Hu peOeHOK ObLI MepeBeieH B HEUPOXUPYpruueckoe oTaesieHue 9
rOpOJICKOM KIIMHUYECKOW OOJIbHUIIBI ¢ AMarHo3oM: OO0beMHOe 00pa3oBaHuE
CIMHHOTO Mo3ra (3penas teparoma) Ha ypoBHe C7 —Tu3 nmo3Bonkos. BITP ITHC:
6one3np Knunnens — ®eitng ¢ runomiasueii Mmo:xeuka. Terpanapes, 6omblie cipasa.
Bynbs0apHbIil cHHAPOM.

Ha 11 cytku xwu3Hu peOeHKy Oblia npoBeaeHa jgsimuadkToMuUst C7 — Th3, ToTansHoe
YAQJIEHUE OITYXOJIH.

I'ucrosnornueckoe 3aKIOUEHUE: 3peras TepaToMa.

B nocneonepanuoHHbIN IEPUO/I B HEBPOJIOTHYECKOM CTaTyCe COXPAHSIUCH
OynpOapHble HApYUIEHUS B BUJI€ HApYILIEHU ITI0TaHus, TeTpanapes, riyoxe crpana,
COXPAHSUICS JTUTENbHBIA CYyOPEOpUITUTET.

[Tonyyana MeTMKaMEHTO3HOE JICUEHHE  aHAJITUH, e()aTOKCUM, aMHUKaI1H,
ayrMeHTHUH, 0ModJiop, 1eKcameTa3oH, MPEeIHU30JIOH, ITaM3UJIaT, TUajakKT,
naHkpeatuH, uHQy3un C3I1, 3pUTpoIUTHOI MacCHI.

B nanpHeiiem, Ha 3-M Mecsle KU3HHA Y peOeHKa pa3BUIICS MU TUYECKUN
CUHPOM C HAJIMYMEM IeHepaIn30BaHHbIX NpunaakoB. Ha ¢pone pecnuparopHbix
npo0JieM, 00yCIIOBIICHHBIX AchopMalueii rpyaHon kieTku (puc. 2) u
HEBPOJIOTMYECKOW CUMIITOMATUKON, C(HOPMUPOBATIUCH KapIUOMET IS U JIErOYHAast
runeptensus || crenenu, HKI crenenu. B nanbueiiem pedbeHok cTpaaan riayOoKoi
3aJIepKKOI ICUXOMOTOPHOT'O Pa3BUTHS, TAK)KE Y HETO COXPAHSIICS CYIOPOKHBIN
CUHAPOM.

Takum 00pa3oM, B JaHHOUN KIMHUYECKOW CUTyalluu HA0JII01aeTCs PEKOE COUETaHUE
cunapoma Kiunmens — @eins ¢ TepaTtoMoi HIEHHO-TPYAHOTO OT/IEIa TO3BOHOYHHKA,
4YTO 00YCJIOBHIIO Pa3BUTHE Yy PEOEHKA TSXKEIBIX HEBPOJOTHUECKUX U COMATUUYECKUX
HAPYILLIEHUM.
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