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AxkmyanbHocmb npo6embl dUa2HOCMUKU TOPOKO8 KpAHUO08epMe6panbHo20 Nepexoda onpedeneHa HepeweHHbIMU
80MPOCamu NPoUCXoxdeHUs ManbGhopmayuli 3a0He20 Mo32a. BpoxdeHHble aHOMANUU KPaHUuoeepme6bpanbHo20 nepexooa
CKIa0bIBaOMCA U3 CMeuwjeHus Mo3xeuka, cmeona u IV xenydouka yepe3 60/1buioe 3ambifo4Hoe omeepcmue, 2py6o
usmMeHsiom monozpachpuyeckue COOMHOWeHUS KOCMHbIX 3/1eMeHmMo8 Yepena U N0380HOYHO20 CMO/16a C aHAMOMUYeckumu
06pa308aHUAMU 20/108H020 U CMUHHO20 MO320, MPUB0OAM K HAPYWeHUAM IUK8OPOOUHAamuku. MH02006pa3ue Nopokos
KpaHuosepme6panbHo20 Nepexoda, coyemaxue ux ¢ GHOMaNUAMU Opyaux 0p2aHos u cucmem ukmyem He06X00UMOCMb
UHOUBUAYAIbHO20 N00X00a 8 AUA2HOCMUKe 8 KAXOOM KOHKpemHoM ciy4ae. [IpugedeHHbIl aHanu3 aumepamypbl
110380/1U/1 yMOYHUMb NPUPOGY NAMO02UU U Memodbl KNUHUYECKOU OUA2HOCMUKU 60NbHbIX C NOPOKAMU pa3eumus
KpaHuoeepmebpanbHo20 nepexooa.

Kntoyeeble cnosa: manbopmayus Kuapu, 2udpoueganus, KpaHuoseepmebpanbHbili nepexod, duazHocmuka, demu.
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The relevance of the problem of diagnosis of craniovertebral junction defects is determined by unresolved issues of
the occurrence of posterior brain malformations. Congenital anomalies of the craniovertebral junction consist of the dis-
placement of the cerebellum, trunk and IV ventricle through the large occipital foramen, roughly change the topographic re-
lations of the bone elements of the skull and spinal column with anatomical formations of the brain and spinal cord, lead to
disorders of the cerebrospinal fluid. The variety of defects of the craniovertebral junction, their combination with anomalies
of other organs and systems dictates the need for an individual approach to diagnosis in each specific case. The analysis of
the literature made it possible to clarify the nature of pathology and methods of clinical diagnosis of patients with malfor-
mations of craniovertebral junction.
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Manbopmaums Knapu (MK) - 310 natonoruueckoe 3aTbiNOUHOE OTBEPCTUE U HIKE, C HApYLIEHNeM KPOBOO6pa-

COCTOSIHME, NpU KOTOPOM UMEET MECTO CAABNEHUE CTPYKTYP  WeHus U nuKBopounpkynaumuu [1,2, 3, 4].
MO3)KeUKa 11 CMelLeHMe CTBOMA FONOBHOTO MO3ra B 60nblIoe OcTeoHeBpasbHble MOPOKM Pa3BUTUS KPaHUoLep-
BMKA/IbHOMO fepexofa Yy AeTel COMPOBOXAAIOTCA MHO-
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TOYPOBHEBbIM XapaKTEPOM MOPAXEHUS 3auacTyl C Knu-
HUYECKUMU NPOABNEHUAMU OCTPON WAN  XPOHUYECKON
BepTe6PO-MeAYNNAPHOM  HEAOCTAaTOUHOCTU. BpoxaeHHble
aHOMaNNN KpaHWoBepTeHPaNbHOM 06NACTU HEpefKo coue-
TAlOTCA C MEHWHTOMWENOLIENE U MEHWUHTOLMUCTOLENE B NOAC-
HUYHOW MK NOSICHUUHO-KPECTLOBOM 06nacTu. MouTu Bceraa
MMeeTCs mporpeccupylowas rugpouedanus, CTeHO3 BOAO-
npososa mosra[1,5, 6,7, 8, 9, 10].

Mepsbim manbopmauun onucan J.Cleland B 1883
[3, 9, 10, 76]. Y 9 ymepwunx mMnageHuUeB Ha BCKPLITUN OH Bbi-
ABUN YANVHEHME CTBONA U ONYLLEHNE MUHAANNH MO3KEUKa
B MO3BOHOUHBIA KaHan. OgHako pa6ota ).Cleland He 6bina
3ameueHa. 3atem B 1891 r. Hans von Chiari onucan BpoxaeH-
HYI AHOMANuIo, 3aK/MIUYABLIYICA B TPbDKENOJOOHOM Bbi-
MAYNBAHNM MUHLANMH MO3KEUKA HIDKE YPOBHA 60MbLIOTO
3aTbIIOYHOr0 OTBEPCTUSA. B nocnepyowmux cBOMxX paboTax oH
onpeaenun TpyU TUNA NATONOrMyecKux U3meHeHun. AHoma-
NS NEepBOro TMNA XapaKTepu3yeTcs rpbDKEeBUAHLIM BbiNs-
YMBAHUEM MUHAANMH MO3XEUKa B MO3BOHOYUHDIN KaHaM HKe
YPOBHSA 60/bLIOr0 3aTbiNOYHOr0 oTBepCTUA. Mpu 31OM IV Xe-
NY[OYEK NULWb UHOTAA CErka onyLieH, NPOJONroBaTbil MO3T
B pAfe cnyyaes NPUHUMAET YNOLWEHHY Gopmy. AHoManus
BTOPOrO TWUMA XapaKTepu3yeTcs 6onee rpybbiMn M3MEHEHN-
MU 33HEr0 Mo3ra, KOTOpble 3aKMIUAKTCA B KayAa/NbHOM
CMELEHNM HIDKHMX OTHENO0B YepBA MO3KEUKa, NMPOAONro-
BaToro mosra, IV xenygouka. 3T U3MeHeHUs NouTu Bceraa
COYETANTCA C MOACHUYHO-KPECTLOBbIM MUENOMEHUHIouene
U nporpeccupytouleil ruapouedannei. AHomanus TpeTbero
TMNA BCTPEUAETCA PeaKo W MpOABAAETCA rpybbiM CMELLeHN-
€M 33/IHEero Mo3ra B NO3BOHOUHbIN KaHaN, @ TaKKe BbICOKUM
LepBMKaNbHbIM UAN CYOOKLUMNUTANbHBIM 3HLE(anoMeHWH-
rouene. 3T U3MEHEHMS 0BbIYHO HE COBMECTUMbI C XU3HbIO.
Tpems ropamu nose nocne otueta Chiari, Arnold ony6nu-
KOBan cnyyail aHoManuu BTOPOro TMNA U MUENOAMCNNA3MNN
[17, 3, 9, 32]. B 1907 r. aBoe cTyaeHTOB ApHonbaa, Schwalbe
1 Gredig BBeNM TepMUH «Manbthopmauus ApHonbaa-Knapu»
M0 OTHOLIEHWIO K aHOManuu BToporo Tuma. [17, 12, 10]. 3tu
aBTOPbI NepBble ONMcani «nepernéy» BOoAONPOBOAA MO3ra B
aHOManum BTOPOro Tuna.

PacxoxzaeHus B KNacCuuKaLmm cywwecTBYyIOT 1 Cerog-
HA. OZHW aBTOPbI, YUMTbIBAsA OTHOCUTENIbHO MEHbLINI BKAAA
ApHonbfia B onucaHne JaHHON NaTONOrMM, CYUMTAIOT NPaABMAb-
HbIM Ha3biBaTb ee aHoManueit Kuapu (manbthopmauna Kuapu
I, 11, 111 TunoB) [1, 12, 13, 14, 10], Ho Apyrue [5, 6, 15,2, 11, 4] - npu-
JEPKMBAIOTCA TepMMHA «Manbdopmaumus ApHonbaa-Kuapu»
ANnA BCex Tpex Tunos. PaHee Takxe Bbigenanu aHomanuio 1V
TUNa, KOTOPas XapaKTepu30Banach Peskoil runonnasmnen Mos-
euka 6e3 onyLeHNs ero MUHAANNH B 60NbLIOE 3aTbIIOYHOE
0TBEPCTHE. B HacToswwee Bpems 3TOT TUM aHOMANUM Npeano-
YMTAKOT OTHOCUTDL K rpynne natonoruu flengmn-Yokepa.

B HacTosee Bpemsa BblgendaoT 4 tuna MK, ocHo-
BaHHble Ha HelpOoBK3yasbHbIX NapameTpax. Tun 1 aBnaetca
BPOXAEHHOW fAedopmaumueil 3afHero Mosra C OnyleHueMm
MUHLA/IMH MO3XeuKa Npu HOpManbHOM pacnonoxeHuu 1V
KeNyA0uKa, NHOTAA B COUETAHNM C YMEHbLIEHNEM €10 pa3me-
poB unu gecdopmavyei. Tun 2 xapakTepusyeTcs BPOXAEHHON
naTonornen 3afHero Mo3ra, KOTopas NPaKTUYECKN NOCTOSH-
HO COYETAETCA C MEHWHTOLENE UK MeHMHromMuenouene. Mpu
3TOW MaTONOrMKU NPOMCXOAMT IKTONUA UepBs MO3xKeuka, IV

XeNy[ouka, CTBONA MO3ra, B 60nee TAKENbIX Cyyasx MOXeT
CONPOBOXAATLCA WU APYTUMU LepebpanbHbIMKU aHOMANUAMN
U cnuHanbHbIM auspadmsmom. Manbdopmauuu 3 u 4 Tuna
BCTPEUAITCA PeaKo, XapaKTepusylTca BblpaXeHHbIMI Kn-
HuYeckummn npossneHuamu. Mpu MK 3 Tuna onpepensercs
MO3)XXEUKOBOE rpbikeobpazoBaHmue C WeilHbIM 3HUedanoue-
ne. MK 4 TMna xapakTepu3yeTcs TSHKenoi uepebennapHoil
aresesuein u/unu runonnasmen Mocta U CNUHHOIO mo3ra [1,
12,13, 14, 9].

B MemMUMHCKOW nMTepaType eXerofHo MosBnsercs
MHOXECTBO Ny6nuKauuni, NOCBALLEHHbIX U3YUeHUI0 naToreHe-
32 NMOPOKOB OCTEOHEBPA/bHOMO Pa3BUTMSA KpaHUOLEPBUKaASb-
HOTO CouneHeHns. PacCMOTPETb BCe CO0BLLEHMS, NCCneaytowme
MeXaHu3mbl npoucxoxaenns MK n leHan-Yokepa (may), npeg-
CTaBNAETCA JOBONBHO CNOXHbIM. BMecTe ¢ TeM, VS MonbiTaeM-
€A 06CyAnTb Haubonee BaXHbIE MEXaHU3Mbl MPOUCXOXIEHUSA
KpaHMOLEPBUKANbHbIX Manbdopmaunit. Bce MHoroo6pasue
CyLLEeCTBYIOWMX TEOPUA NaToreHe3a MOPOKOB 33JiHEr0 Mo3ra
MOXHO, YCNOBHO, Pa3feNuTb Ha 4 KOHLENUWW: Teopus Tpak-
LN MeAYNNOCMMHANbHOTO COeANHEHUs; Teopus deTanbHOK
rugpouedaniu; Teopus NePBUYHON AHOMANNK CTBONA MO3ra 1
MO3)XEUKa; Teopu1si POJOBOTO NOBPEXAEHNS MO3ra.

OnHa m3 Haubonee cTapbix Teopul natoreHesa MK
- Teopusi (QMKCUPOBAHHOTO CMMHHOMO MO3ra - OCHOBbIBA-
€TCA Ha [BYX B3aMMOCBA3aHHbIX MONOXEHUAX. Bo-nepBbix,
kayfanbHble OTAeNbl CMUHHOTO MO3ra U ero 060104k, hop-
MUpyloLwWwmMe MeHUHromuenouene, (GUKCMpOBaHbl W Cpale-
Hbl C OKpYXalowWwumiu me3onepmanbHbIMi 06pa3oBaHUSMM
Ha ypoBHe spinabifida, uTo B couetaHuu ¢ gucnponopumen
OCTEOHEBPANbHOTO Pa3BMTUSA U POCTOM MO3BOHOUHWKA 06Y-
CNaBMMBaeT TPAKLMI0 CTBOMA FONIOBHOMO MO3ra M MO3)Xeuka
B LENHO-3aTbINOYHYI0 BOPOHKY. BO-BTOPbIX, KpaHMO-Kay-
AaNnbHOE CMelleHWe CMMHHOFO MO3ra MOATBEPKAAETCH KO-
CO-BOCXOAALMM HanpaBneHWeM LWelHbIX KOpewkKoB nocne
UX BbIXOAa W3 CMUHHOTO Mo3ra. Pa3suTue rugpouedanuu B
3TOM C/yuae HOCUT BTOPUUHBIA XapakTep [1, 5, 6, 7], B MecTe
AecdheKTa CTEHKM NO3BOHOYHOMO KaHana MpOUCXOANT «yCu-
NEHHbIN», HeNnpPonopLMOHANbHBIA POCT 3IMO6PUOHANBHOIA
TKaHW CMUHHOTO MO3ra, UTO W 06YCNaBNMBAET KayAaNnbHOe
CMellleHne MO3¥euka U cTBona mosra [6, 15, 7, 2, 3]. OaHa-
KO Teopus He cMorna 06bACHUTL HU NpUUMHY Aedopmaumum
CTBOMA, HW ANCNNA3KI0 AAep NPOAONTOBATOM0 MO3ra M MO3-
KeUKa, a TaKkKe rugpouedannio BHyTPUYTpoGHOTO nepnoga ¢
BbICOKWUM BHYTPUYEPEMNHbIM AaBNEHUEM, KaK OCHOBHOM (hak-
TOp, NPUBOASILLMA K CMELLEHNIO CTBOMA MO3Fa U MO3XeEUKa B
6onbluoe 3aTbiouHOe oTBepcTue [13, 16, 14, 17]. Gardner W.J.
[18] uHaue TpakToBan paseuTUe ruapouedanuu, rnapomme-
NN M CONYTCTBYIOLNX M3MEHEHUIA B 33iHeM Mo3re npu MK 1
MJIY, 06bACHAA 3TO TEM, UTO HA CTAAMN PA3BUTUA NPUMUTHB-
HOI )XeNnynouKOBOIl CUCTEMbI CBOEBPEMEHHO He NPOMCXOAUT
thopmupo-BaHue BbIXOAHbIX 0TBEPCTMN IV enygouka. Benea-
CTBMe 3TOT0 NPOMCXOAUT NepepacTseHne HepPBHOU TPYGKN 1
€e pa3pbiB, TO €CTb MMEET MeCTo MUenowWwn3nc. Tem He MeHee,
KNMHMYECKME iaHHble CBUAETENbCTBYIOT, UTO ruapouedanus
He sIBNAieTCA 06s13aTenbHOM HU ans MK, Hu ans MAY, a rpbixa
3a[iHero Mo3ra BbISIBNAETCA BHYTPUYTPOOHO elle [0 pa3Bu-
TUA XOPMOUAANbHbIX CNNeTeHN [2, 6,19, 15,7, 8, 2, 3].

B nonb3y nepBUYHO aHOMANbHOTO Pa3BUTUA FONOB-
HOTO 1 CMUHHOTO MO3ra, 3aTbI/IOYHOM KOCTU 1 MO3BOHOUHMKA
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CBUAETENbCTBYIOT MHOTOUMCAEHHbIe (hakTbl. [TaTonornyeckue
U3MEHEHUSA B 33iHEN YUepenHON ME U NO3BOHOUHOM KaHane
npu MK o6ycnoBneHbl fe3opraHu3alyueil HepBHbIX KNeTok
1 BONOKOH MNKM HapylweHnem opmMupoBaHUA HOPMabHON
CKNajgKn MocTa B nepuogde ambpuoreHesa. CylwecrsyeT npeg-
NOMNOXEHWNE, UTO B pe3ynbTaTe BO3AENCTBUSA NATONOMMUECKNX
(haKTOPOB BO BHYTPMYTPOGHOM Neprnoge NPOUCXOANT 3aKpbi-
THE Xenobka HepBHOW TPy6KKM 1 pa3oblieHne ee opanbHO-
0 M KayfanbHOro OTAenoB. Mpu 3TOM pasfinyHble OTAENbI
HepBHOW TpY6KWU Pa3BUBAIOTCA HEPAaBHOMEPHO W AMCNpO-
NOPLMOHANBHO, UTO CBUAETENLCT-BYET O PO TEPATOrEHHbIX
thakTopoB B (hOPMUPOBAHUM CMMHANBHOMO paxuwWu3nca M
spina bifida [3, 14, 17, 9]. McLoneD.G., KnepperPA. [11] nbi-
TafAcb 06bERMHMTDL BbILIEYNOMSHYTbIE TEOPUM NMATOreHe3a,
NPESNOXNAN TUNOTE3Y OCHOBAHHYIO HA AAHHbIX KNETOUHOW
1 3BOMIOLMOHHON Heilpo6uonorui mosra, U noauepKMBaioT
Heob6X0AMMOCTb BblAeneHus 5 nocnegyiowmx cobbiTnin B Na-
ToreHese BToporo Tuna MK:

AHoManbHoe pa3BuTMe IM6PUOHA C HOPMUPOBAHNEM
nedekTa HeBpPanbHOM TPYOKW.

BpemeHHble PaccTPoONCTBa CHMMMKEHNS W OKKAIO3WN
CNUHaNbHOrO Henpouene.

BcnepcTBue fedpekta HepBHOM TPYOKN MPOMCXOAMT
U3MeHeHne GopMbl NPUMUTUBHON XENYA0UKOBOI CUCTEMDbI.

PaccTpoiiCTBO MEXaHW3MOB PaCTAXEHUS pOMO3HLE-
(hannueckoro ny3sbips BUAOM3MEHAET HAYKTUBHBIN I (hekT
Ha OKPYXAIOLLYI0 ME3EHXMMY 1 CONPOBOXAAETCA Ae30praHn-
3alMen KONNareHHOBbIX BOMOKOH, HapylwaeT o6pa3oBaHue
3JHXOHAPANbHOM KOCTU 1 NPUBOAMT K YMEHBLIEHUIO Pa3MePOB
3afiHel uepenHon AmMbl. Pa3BUTHE MO3XKEUKA W CTBOMA MO3ra
BHYTPW ManeHbKoW 33fHel YepenHon Ambl 06ycnanuBaet
06pa3oBaHNe TPAHCTEHTOPUANBHON PbIKK, 1, KAK pe3ynb-
TaT, pPaclMpeHue BbIPe3KM TUNOMNA3MPOBAHHOTO HAMeTA
MO3)Xeuka, a rpbhKa 3afHEro Mo3ra B LIENHO-3aTbIOYHYIO
BOPOHKY NPUBOANUT K YBENNUYEHNID Pa3MepoB 60MbLIoro 3a-
TbINIOYHOrO OTBEPCTUSA, NPU 3TOM YepBb MO3XKeuka W CTBON
MO3ra CMELIATCA B WeHbli OTAEeN NO3BOHOUYHUKA.

Mmapouedanus dhopmupyetcs BTOPUYHO, B pe3ynb-
TaTe HapylWeHWUs APeHaxa LepebpoCrMHANbHON XUAKOCTH
uepe3 BbIXoAHble 0TBepCTUA IV Kenyfouka.

MpeacTaBneHHble TeOpUN NATOreHe3a NOPOKOB Pas-
BUTMA 3aHETO MO3ra He CTONbKO NOATBEPKAAT MHOT006pa-
31e NaToNorMYecKnx U3MeHeHNin B HEPBHOM CUCTEME, CKOMb-
KO MOAYEPKMBAKOT BAUSIHUE PA3NINYHBIX 3TUONOFUUECKUX
thakTopoB Ha hopmupoBaHue AedeKToB 0CTEOHEBPANTbHOTO
pa3BUTUA KpaHMOBEPTEOPANbHOTO CouneHeHus. [lo3Tomy
TUNOTETUYECKNE ACMEKTbI MPONCXOXAEHNS Manb(opmaLmin
3a[iHero mo3ra He MOryT 06bACHUTbL BCe natomopdonoruye-
CKNe M3MEHEHMS, TaK KaK OHU B CBOEI OCHOBE PacCcMaTpuBa-
10T TONbKO OANH U3 Hanbonee BEPOATHbIX MEXaHU3MOB NATO-
reHe3a, KOTOPbIM, Kak NpaBuno, He ABNAETCS OCHOBHbIM NS
BCex Manbchopmauuii [9, 32 ¢; 10, 76 ¢; 20, 55 c]. HecomHeHHo,
npo6nembl, xapaktepusywowue AedeKTbl pa3BUTUA Heps-
HOW CUCTEMbI UK e€e OTAENOB BO BHYTPUYTPOGHOM Nepuoge,
UrPatoT BAXHYIO pO/b B BO3HMKHOBeHUM MK u MAY. Mo3tomy
NPeACTaBNAIOTCA WHTEPECHbIMU UCCNEROBAHNSA, HANpaBneH-
Hble Ha BHYTPUYTPOGHYIO ANArHOCTUKY U KOPPEKLMIO NOpo-
KOB 0CTe0-HeBpanbHoro passutis [12, 10, 20] u rugpoueda-
nun [4, 19, 15, 21, 11, 16, 4, 11 10].
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MK 2-ro 1 3-ro TUNOB MOTYT COMYTCTBOBATb MPU3HAKM
AUCNAa3um HepsHoI cuctembl [19, 2, 3, 14, 17, 12]: nonumukpo-
rupus, retepoTonna Kopbl, rMnonnasnsa nogKopKoBbIX Y308,
AWCreHe3ns MO30/MCTOrO Tena, NaTonorus NPo3payHomn ne-
peropogku, yTonweHne WHTepPTanaMmyeckoro COeAnHeHus,
beakingtectum (knioBOBMAHBIA tectum), 4yacTo oTMeualoT
Hanuuve nepern6a CUIbBUEBOro BOAONPOBOAA (55%), KUCTbI
oTBepcTua Maxanau, runonnasna cepna u HameTa MO3XeuKa,
hemivertebrae, HU3Koe pacnonoxeHne KayaanbHoro otaena
CMWUHHOTO MO3ra Ha YpOBHe L,_; N03BOHKOB 1 HMxe. [locTo-
BEPHOro U3MEHeHNs pasmepoB MO3XEeuKa He 0TMeYanoch.

MK 2-ro n 3-ro Tunos y 100% 60nbHbIX CBA3aHA CO
spinabifida (nosicHnuHo-KpecTLoBOI Npu MK 2-ro Tna 1 uep-
BUKaNbHOW C 1e)eKTOM 3aTbINOUHOI KOCTU Npu MK 3-ro Tna)
1 COOTBETCTBEHHO C MEHUHIOLIeNe, MUeNoOMEHNHIOLENe Ha Co-
OTBETCTBYIOLLEM YPOBHE, 3HUedanouene [22, 21,]. Mo MHeHnto
CachuHa LLLM. ¢ coasr. [10], Hanuume BPOXAEHHOMO MEHUHIO-
Liene yxe no3ponifeT AymaTb 0 HafMMUNM acCOLMUPOBAHHON
MK 2-ro Tuna. MK 2-ro TMna couetaeTca C BbIPaXeHHOMW Npo-
rpeccupyloweid ruapouedanuei (npuuem 6onee BbipaxeH-
HbIM 6b1710 paclmpenne 60KoBbIX xenyaoukos) [12, 10]. Mpu
MK 2-ro u 3-ro TUNOB OTMEUAETCA YANMHEHME 33ZHEeN rpynmbl
uyepenHbiX HepBOB U NMPOTUBOECTECTBEHHBIN UX X0 (33 cuer
CMeLLeHMs NPOAOToBaToro Mo3ra B 3aTbiNOUHOE OTBEPCTHE).

CouyetaHne MK 2-ro Tuna ¢ MeHUHromuenouene CBs-
3aHO C TeM, YTo CTeneHb NApaaKkCManbHOW AMCNNA3MK Me-
3o04epmanbHoro nuctka npu MK 2-ro Tuna 6onee Bbipaxe-
Ha, yem npu MK 1 TMna n oTMeYaeTcs He TOMbKO HA YPOBHe
(hopMMPOBAHMS 3aTbIIOYHON KOCTM, HO M MO OCK Tena Ha
ypoBHe (hopMUpOBaHUA psfia NO3BOHKOB, UTO NPOABNAETCA B
spinabifida [19, 15, 7, 22, 14, a Takxe B aHOManuax paaa apy-
TUX KOCTHBIX CTPYKTYP W KOCTHOW CUCTEMbI B LLENOM.

bonee rpyboe n3meHeHwe CTPYKTYp 3afHEr0 MO3-
ra npu MK 2 Tuna, 3akniouatolieecs B 60nbleM OnyLeHUM
MUHOANNH MO3XEUYKa W KOMMpeccun CTBONMA MO3ra, MOXHO
0ODBACHUTD Y4aCTUEM CPa3y HECKOMbKMX MEXaHW3MOB: ele
6ONbWMM HeO0pPa3BUTUEM 3aTbIIOYHON KOCTM MpU HOp-
ManbHOM o6beme Mo3xeuka [16, 14, 4] 1 cTBOna ronoBHoOro
MO3ra; yCyrybneHmem CMelLeHns CTBOMA MO3ra U MO3XEUKa
B NMO3BOHOUHBI KaHAN BCNEACTBME MEXaHWUYeCKON TPaKLum
CMUHHOIO MO3ra 3a CYET (PMKCALMM €ro 1 ero KOpEeLKoB B Me-
HUHTOLLENE NN B MUENIOMEHUHTOLENE; YBENNYEHMEM 06LLEr0
06bema ronoBHOr0 MO3ra 3a CYEeT NUMKBOPHOTrO KOMMNOHEHTA
(yBenuuenns xenygoukos) [12, 10, 20].

Mpw rugpouedanum, cBA3aHHOI ¢ MK 2 Tuna, oTmeua-
toT, uTo IV Kenynouek, No-BUAUMOMY, MEHee NoABEPKEHHbIN
rMApOANHAMUYECKOMY BVAHUIO, YACTO UMEET HOPMaNbHble
pasmepbl, TOrAa kak 60KoBble 1 Il xenyaouek yBennueHbl B
pa3mepax. CTeH03 cunbBMEBa BOJONPOBOAA CMOCOBCTBYET
elie 6onbliemy passutuio rugpouedanun [1, 2, 21].

MK 2 Tuna maHucectupyer y HOBOPOXAEHHbIX 1 B
paHHeM [eTCKOM BO3pacTe TaKMMWU CUMNTOMAMU, KaK anHo3,
CTpUZop, 6unatepanbHblii Nape3 ronoCcoBbIX CBS30K, HeW-
poreHHas aucdarus € Ha3anbHOW peryprutauueit, UmaHos
BO BpeMs KOpM/IEHWS, HUCTArM, TMNOTOHUSA, CNaboCTb, cna-
CTMKA B BEPXHUX KOHEUHOCTAX, YTO MOXET NporpeccupoBarb
BNNOTb 10 TeTpanneruu [5, 6, 7]. MK 3-ro Tuna BcTpeuaetcs
peLKo, KMMHUYeCcKne NposiBNeHNA ee Takue xe, kKak npu MK
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2-ro TUNa, HO 6onee rpybo BbIPAKEHbI U 06bIYHO HE COBME-
CTUMbI C Xu3Hbio [11, 17, 21].

Y nayueHToB ¢ MK 2-ro Tuna oTMeYaeTcs yeTkas B3a-
UMOCBA3b MeXAY KNMHUUECKON KAapTUHON U BO3PACTOM KNu-
HUYECKOU MaHUhecTaLum:

- Y HOBOPOMX/AEHHbIX 06bIYHO TEeUEHUE HECCUMITOMHOE;

-y MNafieHLeB B BO3pacTe 3 MeC. 06bIYHO UMEET Me-
CTO CTBONMOBAsA JUCHYHKLUMA B Bufe CTPMAOPA, BCNEACTBUE
napesa rofocoBbIX CBA30K, LLEHTPANbHOTO U 06CTPYKTUBHOTO
anHo3, MHOTAA C NOTepel CO3HAHMUSA, aCMMpaLK BCNeaCTBue
ancarum;

- (Tapwune BO3PACTHbIE TPYNMbl XapaKTepu3yHTCs
NPOSIBNEHUEM CIUHANBHOM U MO3XKEUKOBOW CUMMTOMATUKN.

MK 2 Tuna nposBnseTca B 0CHOBHOM, rUnepTeH3MoH-
HO-ruapouedanbHbiM, 6ynb6apHbIM, CYAOPOXHBIM CUHAPO-
MaMu B COYETAHWUM C CUMITOMAaMM CAMHAMbHOTO An3padu3sma.
Mpw MK 2 TUna natonorunyec-kas CUMNTOMAaTUKa HOCUT 6onee
TAKENDIN XapaKTep U HauMHAET NPOABAATLCA YKE Y HOBOPO-
WEHHbIX U B paHHEM [IeTCKOM BO3pacTe B BUAE HMCTArMa,
anHo3, CTPUA0pPa, Napesa ronocoBbix CBA30K, Ancdarnm ¢ pe-
ryprutaumeit, HapyleHuem ToHyca B KoHeuHocTsx [18].

C coBeplweHCTBOBAHMEM HeNpPOPEHT-reHonoruye-
CKUX METOJ0B UCCNefoBaHMA NOABMAACh BO3MOXHOCTb fua-
THOCTUKM W3MEHEHU B HEPBHOW CUCTEME NPWU AMCRNA3MAX
KpaHMOLepBUKanbHOro couneHenns [14, 16, 93 20]. Bepudu-
Kaumus MK 6a3upyeTcs Ha AaHHbIX PEHTTeHON0rnYec-Koro uc-
CNefioBaHNUA M BKMIOYAET TOMOrpaduio KpaHuosepTebpans-
HOTO Nepexoaa, NCCNefoBaHNe NMKBOPOHOCHbIX TPOCTPAHCTB
rONOBHOTO M cHHoro mo3ra [1, 21¢; 2, 31.

KocTHble aHOManuu OCHOBaHWSA uyepena U LWenHoro
OTAena NO3BOHOUHUKA HabnwoaaTes B 20-60% cnyyaes MK
[14, 16, 20, 22]. Onpeaenexne B3aMMOOTHOLIEHUA KOCTHbIX
CTPYKTYp Ha YpPOBHe KpaHMOBEpTe-6panbHOro nepexofa
NpOM3BO-AUTCA HAa GOKOBbIX PEHTFEHOrPAMMax MO NMHUAM
UembepneHa, Mak 'peropa, Mak Pest u Ha chacHbIX KpaHu-
orpammax no nuHuam Ouuxronsaa u ge na Neru [1, 3, 4],
Mpn 3TOM BbLIABAAKTCA PA3NUUYHbIE KOMOMHALMM KOCTHbIX
AHOMANNi OCHOBAH WA Yepena 1 WelHOTo 0TAeNa No3BOHOU-
HUKA: Nnatubasms, 6asunapHas umnpeccus, pacwmpeHue
Nno3BOHOYHOrO KaHana Ha yposHe CI-lll, accumunauus ar-
NaHTa C 3aTbIIOYHON KOCTbIO, TUNONAA3UA UAK ANNA3NA Ay
aTNaHTa, KOHKPECUEHLMS LENHBbIX MO3BOHKOB - CUHAPOM
Knunnenb-®eins, Kndockonmos, NpusHakum CAMHANbHOIO
Au3paduama: spina bifida occulta u spina bifida aperta [16,
18, 20]. OiHaKo, HECMOTPA Ha BAXHOCTb KOCTHbIX aHOMaNuM
KPaHWOBEPTEOPANbHOTO COuNe-HeHUs B AuarHoctuke MK,
Heo6XofMMO n3beratb NEPEOLEHKM UX PONK B pacno3HaBsa-
HUM 3a60neBaHus.

Pa3BuTue MeTO40B ANArHOCTUYECKOTO U306paXEHMS
U3MEHWNO BO3MOXHOCTY BbIIBNEHUS NATONOTMYECKMX U3Me-
HEHMI B CMMHHOM W TONOBHOM MO3re, N03BONUNO 06BEKTU-
BU3MPOBATb Pe3ynbraTbl NeUeHUs U NPOCNeanTb JUHAMUKY
3a6onesaHus y 60nbHbIX ¢ MK.

MpoyHble NO3MLMM B ANATHOCTMKE MOPOKOB KPAaHMO-
LepBUKaNbHOTO couneHeHus 3aBoesana MCKT. 31o obycnos-
NIHO BbLICOKUMU Pa3peLialolLMMn CnocobHOCTAMU MeToAa
B BbISIBNEHUM KAaK KOCTHOW, TaK W HEBPANbHOW NaTonorum.
MCKT no3sonser guarHoctuposatb npu MK u3meHneHus B
napeHXume rofioBHOTO MO3ra, PaClUMPeHNe TEHTOPUANbHOTO

OTBepCTUA, CTeHO3 BOAO-NPOBOAA MO3ra, JUCTONNI0 MUHAA-
NUH MO3XeuKa 1 IV Xenyaouka B LWeNHO-3aTbIN0UHYK0 BOPOH-
Ky, KNCTO3HOe pacwupe-Hue IV xenyaouka u ruapouedanuio
[21, 22]. 3KTONNA MUHAANMH MO3XEUKA B NO3BOHOUHbIA KaHan
AMArHOCTUPYETCA NpuU UAeHTUDUKALMN Ha 3afHE6OKOBOW
MOBEPXHOCTN BEPXHUX LIEMHbIX CETMEHTOB CMUHHOMO MO3ra
AONONHUTENbHBIX 0BANIbHbIX 06PA30BaHMI, MMEKLUX KO3(-
(ULMEHT NormoLeHns TKaHn Mo3ra (25-35 en. Hounsfield).
WnTpamegynnapHblie nonoctu npu MK BbiIBNAKTCA B Buge
06nacTell HWU3KOW NNOTHOCTM, T.. WMEIOWMEe MNOTHOCTb
nuksopa (7-12 en. Hounsfield). Han6onee uetko OHN BU3Y-
anusnpyrtca Ha yposHe C3-C7 cermeHTOB CMUHHOIMO Mo3ra.
Tem He MeHee, Ha paHHUX CTaauMsAX 3a60neBaHUA U NpU He-
60nbWMX NONOCTAX TPYAHO AnddepeH-uMpoBaTb CNUHHON
MO3T, MHTPaMegynnAPHbIE NONOCTU U CMMHANbHOE Cybapax-
HOUfANbHOE NPOCTPAHCTBO.

BHepnpeHne MPT B KNTMHUYECKYIO NPAKTUKY NO3BONUNO
pewnTb 60NbWNHCTBO NPO6NEM, CBA3AHHBIX C AMATHOCTUKON
MK. MPT nHcopmaTUBHbIN METO/, NO3BONAIOWMIA ANATHOCTY-
posatb MK, a TaKe onpefenunTb paLnmoHanbHY TAKTUKY fe-
ueHus, NPOrHO3MpoBaTh Ucxoabl 3abonesaHus. MPT no3so-
NIAET OLEHUTb CTENEeHb KTOMUM MUHAANNH B NO3BOHOYHDIIA
KaHan, a Takxe ANarHoCTMpOoBaTh COYeTaHHble Manbgop-ma-
UMK 1 N3MEHEHWUA B napeHxume mo3ra [4, 5, 14]. BO3MOXHO-
CTU BU3yanu3auuu rofoBHOr0 U CNUHHOTO MO3ra No3BONAIT
OLEHNTb HapYLWeHNs APEeHAXHOU (YHKLMM NUKBOPO-NpO-
BOAALLEN CMCTEMbI, KaK Ha YPOBHe KpaHMOBEepTe6panbHOro
nepexoaa, TaK 1 uepes Bogonposos mosra [11]. MpumeHeHne
MPT no3Bonuno He TONMbKO YTOUHUTb MOpdonormyeckue ns-
meHeHusa npu MK n MY, HO 1 BblgenuTb UX pasHOBUAHOCTH.
Tak Ha 0CHOBaHWU BbiiBNEHUSA NATONOrMK 3aiHero mo3ra u IV
KeNnyfouKa, HanuunA NONOCTA B CMUHHOM MO3re BbIfeNnATCs
noasugabl MK: A, B, C [18, 20]. Henb3s He oTMeTUTb uccneno-
BaHUA, OCHOBaHHble Ha JaHHbIX )a30BO-KOHTpacTHOM MPT, B
N3Yy4eHUn CKOPOCTY ABUKEHNA CTIMHHOTO MO3ra B 4UArHOCTH-
Ke ero ukcaumu, a TaKkke MUHEANNH Mo3xeuka npu MK Tun |
[6]. laHHble, nonyyeHHble rpynnoil R.Jones CBUAETENbCTBYHOT,
YTO B HOPME CKOPOCTb IBMXEHWSA CMIMHHOTO MO3ra COCTaBAsA-
e1 0,9 cm/cek (Bapbupya ot 0,5 10 1,23 cM/cek), a y 6ONbHbIX
¢ auspadueii 0,36 cm/cek (0,28 - 0,48 cm/cek). BHeapeHue
MPT noctaBmno Bonpoc 0 KPUTEPUAX IKTOMUM MO3KEUKa Npu
MK [15]. HecmoTps Ha BbICOKYIO MH(OpMaTUBHOCTb MPT B n-
arHoctuke MK, 1 no ceil fieHb, HET eAMHOr0 MHEHUS Cpepn
uccnegoBateneil B OTHOLWEHMM 3TUONOMAM U NATOreHe3a 3ToM
aHOManum, Knaccudmkauyum m KOppenauum mexagy mopdo-
NOTMYECKMMU €€ NPOSBNEHUAMM U KNNHUYECKOW KapTUHOIA
[22]. 1 BCe xe, HECMOTPSA Ha HAKOMNEHME KNMHUUECKOTO Ma-
Tepuana, A0 Hacroswero spemeHn MCKT u MPT kputepun
AnarHoctmkn MK [0BONbHO pacnnbiBYathl. boONMbLMHCTBO
aBTOPOB Nonaraer, yto AUCTONUA MUHAANMH MO3XEUKA HIKe
Kpas 3aTblIOYHON KOCTM HA 3-5 MM IBNAETCA OCHOBHbIM JiN-
arHOCTUYECKUM NPU3HAKOM TPpbiKKM 3afHero mo3ra [15, 51 c].
Ewie 6onee cnoxHas CUTyaLma Cnoxmnach B gnarHoctuke MK
7n Il n MAY, B CBSI3W € pa3nnYHON MHTEpNpeTaLuen AaHHbIX
AVArHOCTUYECKOrO M306PAXKEHNSA MPY TUMONNA3MM MO3XKEUKa
[21]. Tak ABpameHKo T.B. 1 coaBT. [14] cunTalot, uTo KpUTEpH-
em MK B nepBou AeKafe Xu3Hu SBNAETCA IKTONUA MUHAANNH
MO3XEUKa HIKe Kpas 3aTblIOUHOr0 OTBEPCTUA HA 6 MM, BO
BTOPOIA W TPETbel fieKafie 3Ta BeNMUMHA YMEHbIIAETCs [0 5
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MM, MeXy YeTBepTbIM U BOCbMbIM AeCATUNETUEM - 10 4 MM,
nocne 90 net - 40 3 MM. Y 30% NaLWEHTOB CMELLEHINE MUH-
JQNMH MO3)Xeuka oT 5 40 10 MM NPOTEKAaeT HeCCUMNTOMHO,
0653aTeNbHO NPOABASAETCA KAMHUYECKM NUWIb CMeLieHue
MUHAANNH 6onee 12 mm.

Takum 06pa3om, 3HaYeHNe UCnonb3ye-mbiX METOROB
AUArHOCTMKNM npu pa3nuuHblx Tunax MK HepaBHO3HAuHO.
MCKT He faeT ueTkoil BU3yanu3auum MATKOTKAHHbIX CTPYK-
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