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HnacreMaToMuenust - 3TO BPOXKACHHAS AHOMAJIHS TO3BOHOYHOT' O KaHala ¥ CIIMHHOTO MO3Ta, XapaKTepu3yIolleecs pas-
ACICHNUEM CIIMHHOI'O MO3ra MJIM KOHCKOT'O XBOCTA Ha IMPOTSKECHUHU HECKOJIBKHUX ITO3BOHKOB, aCCOONMHUPOBAHHOEC C KOCT-
HOM mu (UOPO3HOU MeperopoaKoil. B mpemiokeHHOM cTaThe 00CyKAASTC KIMHUYCCKUM ClTydaid ClinHOLepeOeruisp-

HOM aTaKCHUH C CUHAPOMOM JUACTEMATOMMUETINN

KmoueBbie ciioBa: ANaCTEMATOMUCIINA, CITMHAJIbHBIN /11/13pa(b1/13M, BPOXICHHBIC aHOMAJINU.

nacreMaromuenust (JAM, Split cord mal-
formation) - oiMH U3 BApHAHTOB CIIMHAJIb-
HOHM nm3paduu, mpu KOTOPOM CIIMHHOM
03T pacUIEIUISeTCs Ha [IBA PyKaBa MEPeropoaKon
(bubpO3HOIA, XPSIIEBOM WIIM KOCTHOH), pacioio-
JKCHHOU B CATMTTAJILHOM IIJIOCKOCTU. Taxxke BO3-
MOHa aCUMMETPUSI PA3BUTHUS MTOJIOBUH CITIUHHO-
ro0 MO3ra, BIUIOTh JO TMIIOIUIA3UM OJHOM U3 HHUX.
[Ipennonaraercs, 4To HAIMYUE JAHHOTO NTOPOKA -
9TO PE3YyJIbTAT OCTABLIETOCS COEAMHEHNS HEPBHOM
TpyOKM € aMHMOTHUYECKOU moiyocThio. Yacrora
BCTPEYAEMOCTU JMACTEMATOMUEIUA COCTABIISIET
5% cpemu BpoXkI€HHBIX aHOMAamuii. Jlnacremaro-
MHUEIINS KIMHUYECKU MPOSIBISIETCS B JETCKOM
BO3pACTe, JOCTATOYHO PEIKO Yy B3poCibix. OObIY-
HO JIM BcTpeuaercst Ha ypoBHsix Th9, L1, emé pe-
e B LEPBUKAJILHOM OT/IENE CIIMHHOIO MO3ra.
JKeniune! 6071€r0T varie My>x4vH [1,2].
BriepBbie nanHyto anomamnuio onucan B 1837 r

C.P. Olivier.

B 1992 r. D.Pang Beienun aBa TUNA AUaCTe-
MaTtoMuenuu [3]:

- I Tun - pazneneHue kKak CHMHHOTO MO3ra, TaK
Y TIO3BOHOYHOTO KaHaja, UMeeTcs 2 TypajbHOTO
Melika; Bcrpeuaercss y 61,4-65,0% OO0nbHBIX,
XxapakTtepHa spina bifida;

- II Tun - pazneneHnss NO3BOHOYHOIO KaHasa
HE BO3HMKACT, | TypajbHBIM MEIIOK; BCTpeYaeT-
cay 35,0-38,6% OOJIbHBIX.

Knuanueckyio cumnromatuky M MoOxkHO
pa3enuTh Ha:

- KoxHble TpOSBIICHHS - THUIEPTPUXO3, Ka-
NWIIIpHAs TeMaHTUOMa, JIePMabHBIA CHHYC,
BTSIHYTOCTh KOKH, TIOJKOKHAS JIUTIOMA, XBOCTO-
BOU NMpUIATOK U Ap. (puc. la);

- KoctHbIe TIpOsIBICHUS - aHOMAJIMHU TTO3BOH-
KOB, HAPYIICHUSI OCAHKU - CKOJINO03, KU(]o3, 10p-
103 u ap. (puc. 10);

0)

PucyHok 1. I'unepTpuxo3 Ha ypoBHe rpyaHoro (a) U nosiCHI4HO-KpecTIoBoro (0) otaesa no3poHouHnka (Pecrnyo-
JIMKAHCKAst 00JIbHNIA Heiipoxupyprun (a), HayuHo-ucciienoBaTeabckuii HHCTUTYT TPAaBMATOJIOTHH U opToneauu (0).
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- Opronenuueckye HapyIeHus (epopmaliiy Hor,
aCHMMETPHSI HOT U CTOTI, ACHMMETPHSI SITOIUIT U 1P.);

- HeBpomnoruueckast ciMrtoMaTika (HWKHUI MO-
HOTape3 U Maparapes, i3MeHeHHe TTOXOKH, HapyIlie-
HHUE YYBCTBUTEILHOCTH, OOJIE3HEHHOCTh B OOJIACTU
HOT U SITOJTUII, CIIACTHKA, HEIEPYKAHUE MOYH).

- Ilpu nokanuzanuu MajibhopMaluy B TPyI-
HOM OTJIeJle MOTYT OBbITh MOPOKU cepjia, JIEr-
KHX, IMUIIEBO/IA; B MOSICHUYHOM OTJIEJIE - aHOMA-
JIUY TIOYEK U MOUYEBBIBOJISIIMNX ITyTEH U T.II.

IlepBble CUMNITOMBI 3a4aCTYIO0 BO3HUKAIOT OT-
CPOYEHO, MPOrPECCUPYIOT MEIJIEHHO, a JJIs yCTa-
HOBJIEHUSI TOYHOrO JUarHo3a HeoOXOoInuMOo
MPOU3BOIUTh MAaTHUTHO-PE30HAHCHYKO OMOTpa-
¢uro (MPT) ciunnoro mo3ra [4,5].

ITpuBoaum cixyqaii u3 npakruku. [ lanmenTtka JI.,
43 rona, nocrynwia Bo II HeBponoruyeckoe otae-
nenue PecrryOnmmkanckoit Kimmanueckoit BosibHULIbI
MMeHHN akajgeMuka M.MupkacuMmoBa ¢ kanodamu
Ha CUJIbHBIE OOJTM B MOSICHUIIE, CIIAOOCTh U HAIIPS-
JKEHUE B HIDKHUX KOHEYHOCTSIX, HEJIEpyKaHUE MOYH.

Anamue3 6oJie3un. Cuntaet cebs 00JbHOMU C
31-ro roaa, Korjaa nepeHecia TpaBMy M BIEPBBIE
omyTuiaa Oomm B mosicHuiie. CHUMIITOMATHKA
pa3BuBaiiace nocreneHHo. IlanuenTtka nosnyya-
Jla CTallMOHApHOE M aMOyJIaTOPHOE JICUCHHUE C
nuar"o3amu "CriacTuueckast aTaKCUsl C Ta30BBbI-
mu Hapyumenusmu", "I Tpromnens +", ymayuie-
HUSI B COCTOSIHUM HE OTMEYasIoCh.

HacnencrBennnblii aHaMHe3. Y poauTeNiel 3HA0-
ramHblii Opak. bpat, nmest mogoOHbIe paccTpoiicTBa

CKOHUAJICA (32 MEIMIIMHCKOM MOMOIIBbIO He obOpa-
mascs). Jpyromy Opaty ObLT IMOCTAaBJIEH JUATHO3
"CrnmHolepeOeIuIsipHas aTakcus'".

Comarnueckuii cratyc. Ckojno3 4-if CTeneHu.
BrsiHyTOCTH KOXM Ha CIHMHE.

Hespoustoruueckuii craryc. [loOnenHenue mucka
3PUTESTLHOTO HEPBA C BUCOYHOM CTOPOHBI. J[BrkeHust
IJIA3HBIX SIOJIOK BBEPX M B CTOPOHBI OIPaHMYCHBI.
CnpaBa HEIOCTATOYHOCTh KOHBEpreHIWU. JIErkmit
OwmatepalibHbIil cumnToM pecHurl. HocoryOHas
CKJIaJIKa CTpaBa CrilakeHa. [ ToTouHbIi peduiekc CHU-
eH. JluchoHusl, ToI0KUTEIbHBIE CHMITTOMBI OpaJTb-
HOTO aBTOMaTU3Ma. He3HaunresbHas AeBUALs S13bI-
Ka BITPaBO, TpeMOp. MbIITIeuHasi CHjla Ha BEPXHUX KO-
HeuHocTsx 4,5 6.. Hwkuuii rimyOokmii mapamapes (2
0.). CyxoxubHble peduiekcbl D=S noBbIeHsI1, ped-
JIEKCOTEHHBIE 30HbI pacivpeHbl. KIoHychl 1 pasru-
OaTteTbHBIC MMATOJIOTHUECKUe peieKChl OMaTepaltb-
HO TOJIOKUTEITBHBL. [ JTy0OKast 4yBCTBUTEIBHOCTH Ha-
pYIIIcHa Ha HIDKHUX KOHEYHOCTsIX. Ta30BbIe HapyIlle-
HUSI B BUJIC HEICPKAHUST MOYH.

JlaGopaTopHble M MHCTpYMEHTAJIbHbIE 00CJIe-
noBanusi. KIIMHUYeCKUil aHaIn3 KPOBU M MOYH,
OMOXMMUYECKUI aHAIIN3 KPOBU 0€3 MaTOJIOTUH.

OKI': Muokapanoauctpodus.

MPT ronoBHoro mo3sra: bopo3isl ro10BHOTO
Mo3ra U cy0apaxHouAgaIbHOE MPOCTPAHCTBO Xa-
paKTepHBI U1l KOPTUKAIbHOU aTpodun. Paciu-
peHue U yriyoJIeHrne MO3KEUKOBBIX 00pO3.

MPT cnunHOrOo Mo3ra: Pa3aBoeHue CIMHHO-
ro mo3sra Ha ypoBHe Th4-Thll (puc. 2).

«

B SPF97.3
SL 4.0

FoV 89260
106512

PucyHok 2. Pa3niBoenune cnunnoro mo3ra Ha yposHe Th4-Thl1 (nonepeunslii cpe3)

Ha ocHoBanum 0OBEKTHBHOTO CTaTyca, Hac-
JIEICTBEHHOTO aHaMHe3a W JAHHBIX JOIOJHU-
TETBPHOTO OOCIIeIOBAaHMS IMAIIMEHTKE OBLI IMOC-
TaBlieH auarHo3 "CrnuHouepeOerisipHasl aTak-

CHSI C CHHIPOMOM JuacTeMaToMuenus".

Takum oOpa3oM, y OOJIBHOM ¢ TOMOIIIBIO HEH-
POBU3YAIM3ALIMOHHOTO METO/a Obula OOHapyxe-
HA aHOMAJTUS PA3BUTHS CIIMHHOTO MO3Ta, KOTOpast
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KIIMHUYCCKU IIPpOsABUIIA ceOs1 B BHUIC (I)CHOTI/IHa
HMOKHCTO CIIACTUYCCKOI'O IIapalriapei3a, pa3BHUB-
IIMICS TOCTIe TpaBMBI. I/IHTCpCC KIIMHUYCCKOI'O
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Diaastematomieliya - onurga kanalinin vo onurga beyninin anadangslma anomaliyasidir, bir ne¢a fagara bo-
yu, stimiik va ya fibroz arakesma sobabli onurga beyninin va ya “at quyrugunun” ikilogsmasi ilo xarakterizs olu-
nur. Togdim edilmis magalads spinoserebellyar ataksiya vo diastematomieliya sindromunun birga rast goalin-
masi miizakira edilir.

Acar sozlar: diastematomieliya, spinal dizrafizm, anadangolms anomaliyalar.
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Diastematomyelia is a congenital anomaly of the vertebral canal and spinal cord, characterized by the sepa-
ration of the spinal cord or "horse's tail" over several vertebrae associated with the bone or fibrous septum.
The proposed article discusses the clinical case of spinocerebellar ataxia with diastematomyelia syndrome
Keywords: diastematomyelia, spinal dysraphism, congenital anomalies.
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