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Pedepar. OGHapyXeHO, 4TO Y GONBHBIX CHPHHTOMHUENNEH H
KIMHHYECKH 30pOBHIX 4ieHOB cemell ¢ MPT-npn3makaMu
manbpopManuun Kuapuw 1 THma mMenock QOCTOBepHOE
yMeHpIIeHHe TIyOHHB K IVIOMIaAH 3aJHeH Y4epelHoH SMKH.
V poncrBeHHHKOB 00NbHBEIX 0e3 MpH3HAKOB ManbGopManHu
Knapn I Tina saGironanuck Te ske n3Menenns. Clenas BRIBOJ O
HaJWUYWH THOOIUIA3WH 3aJHeH YepenHOU SMKH Y OQJBLHBIX
ceMeHHO-HacIeICTBEHHOH CHPUHTOMUACINEH B 4IeHOB HX ceMel
6e3 MPT-nprsnakoB mManbhopMannn Knapu I tvna u ¢ HEMH.
Tlpeamo0XXeHO, 4TO THNOIUIA3Hs 3aJHeH YepenBoH sAMKH
SIBASIETCS] HEHPOBH3YATbHBIM OTpaKeHHEM HAC/Ie[CTBEHHOIO ee
¢deHoTHIIA, KOTOPHIH B YAacTH C/ydYaeB MPUBOJHUT K OIIyIIEHHIO
MUHIAIAH MOKEUKa, a UPH HAJHYUHU psiJa 3HIOIeHHBIX H
9K30T€HHBIX (AaKTOpoB — H K Ppa3BHTHIO ceMeliHOH
CHPHHI'OMHE/IHH.

A.B.Cenesnesa, E.I' Menoenesuu, .M Muxatiros,
JI.P Bonuesa, 3.1 Bozoanos

TAUJI® CUPUMHI'OMEJIMACEH/IO APTKEI FALLI COATE
YOKBIPYBIT'BIHBIH MPT-Y3EHUOJIETE

Maasdopmannst Kuapu I tepernore MPT-Onrene Oyaran
CHpHHrOMHenus OenoH aBppyybllapia hoM ranjioHeR KIHHHK
COIaMaT drb3ajapblHJa apTKbl Oam cesre YOKbIPYHTBIHBIH
THpoHJere hoM MoBTaHbl YBIH-YbIHIAI KHMye KYpPEHI9H.
ABpIpynapHblE Manspopmanus Knapn I Tepernere ynpHen
Ouinreope OyJMaraH TyTaHHAapbIHAA NIYHABIH YK y3ropenulap
Ky39TeNToH. I'amia, HoCeNAoH KHId TopradH MansdopManns
Knapu I tepermere MPT-6mireces 6yiaMaras crhpAHIOMHEHAS
6enoH aBBIpYYBUIApHBIH apTKbl Oamr cesre YOKBIPYBITLIAAA
rumoriasus Oyaysl TypBIHIa HOTHK® sicairaH. ApTKel Oam
COSITEH/IdTe THIOIUIA3Asl aHbIH HOCEIIoHIeK PeHOTHOBIHBIH
HeHpoBH3yalb YarbUlbimel Oyasim Topa. Y uce kaibep
oupakjap/a Ke4yKeHd MAHJaJIHHaJapblHbIH — TOMYEHD, d
GepHnus 3HAOTeH hoM sk3oreH dakTopiaap Oynranja ramie
CHPHHIOMHEJIHSICE YCelIeHd KHTepa.

A.V. Selezneva, E.G. Mendelevich, 1.M. Mikhailov,
L.R. Valieva, E.I. Bogdanov

MRT PECULIARITIES OF POSTERIOR CRANIAL
FOSSA IN FAMILY SYRINGOMYELIA

It was found that syringomyelic patients and clinically healthy
people out of the families with MRT-features of Chiari
malformation, type I, had a confident decrease of depth and square
of posterior cranial fossa. Relatives of patients, having no signs
of Chiari malformation, type I, had the same changes as well.
There was made a conclusion about presence of posterior cranial
fossa hypoplasia in all patients with hereditary syryngomyelia
and in members of their families, both having MRT-features of
Chiari malformation type I, and having no malformation. It was
supposed that posterior cranial fossa hypoplasia is a neurovisual
reflection of its hereditary phonotype, and the latter in some cases
leads to cerebellar tonsil ptosis, and if there are some endogenic
and exogenic factors — to development of family syringomyelia.
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B HeJpeHHe MarHMTHO-PE30HAaHCHOH
tomorpapuun (MPT) B xiIuMHHYECKYIO
MPAaKTHKY Cl0coOCTBOBAJIO BepH(PUKAIIUK HOJIOCTEHR
B CIHHHHOM MO3re HOpH CeMeHHBIX clydasx
cupuromuenud. B To xe Bpems MPT-
IO/ITBEPKICHHBIE CIIy4al CeMeHHOM CHPUBIOMMEHU
B COBPEMEHHOU JUTEpaType €IAMHUYHBI, YTO He
O3BOJISET B HOJIHOU Mepe CYIUTH O PaMOJION MIECKUX
XapaKTePUCTHKAX TaKOro BapuaHTa OOJE3HM, €ro
pacipocTpaHEeHHOCTU U cyOcTpare HacneJ0BaHUA.
HelipoBu3syanbpHas {HarHOCTHKA NMONOCTEH IPH
ceMelHOU popme OONE3HH BHIABUIIA UX COYETAHHE C
manbpopmanuein Kuapu I tuma (MK 1), uro
CIIOCOBCTBOBAIO HNOSBICHUIO TOUYKM 3PEHHUSA 0
NEPBHYHOM HAC/IeIOBAHUHU JAHHOM ManbpopMaliu i
BO3MOXHOM  BTOPHYHOM dbopMUpOBaHUK
cupunromuenuu [8]. Onmako MHEHMA 0O
dopmuposann MK 1 u ee Haclie/ICTBEeHHOM Nepeade
ocTaroTes TUCKyccHOHHBIMU. OJIHU MCCleoBaTeNu
nonarawT, aro MK 1 sBasercs BpOXJE€HHOH
N4TOJIOTHENR M PE3YJIbTaTOM JAM33MOpHOreHe3a
IMEeHTPalbHO# HEepBHON cUCTeMBl C JAedeKToMm
3apalieHrs KOCTHBIX U HEBPAIBHBIX CTPYKTYD
cpenueit muuuu {4, 6]. ITo muaenmo gpyrux, MK 1 —
npuobpereHHas aHOMalus, oOyCIOBJIEHHas
HeJIopa3BUTHEM 3aaHel uepenHo# smxu (395) [9,
10]. Cpenu opuaun pazsutuss MK 1 o6cyxaarorcs
THIIOTE3B  yBeldueHMs oObemMa MO3IOBOrO
cofepkuMoro 3U5 Wiy ero HeCOOTBETCTBUA KOCTHBIM
pasmepam [3, 6], a Taxke BO3MOXKHOU IMIOIUIA3UU
3USl. V GONBHBIX CHOPaAMIECKOH CHPUHIOMHEIIUENR
ObUIa yCTaHOBJICHA KOPPEILILMA MEX/AY HEKOTOPBIMU
KOCTHBIMU mapaMmeTpamMu 34U (ymMeHbIICHHE
BEJIMUMHBL CKATA4, 3aTHUIOUHON KOCTH, AedopMaluu
3Y5]) u Hanmusuem MK 1, 9T0 cr1ocoO6cTBOBAIO BEPCHH
nepsuuHoro gopmuposanus runoniazuu 34 u
BTopuyHoro pa3putuss MK 1. B To ke BpeMs npu
CeMeMHON CMPMHIOMUETUU OCTAETCS HESICHOM polb
KOCTHBIX aHOMalui KpaHHOBEPTeOPalIbHOIO
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nepexona (KBII) B popmuposanuu MK 1, ux
pacnpocTpaHeHHOCTh U KPUTEPUH OIIEHKH. B cBsi3M ¢
9TUM 3ajlauyeil MCCIIeJI0OBaHUS SBISUIOCH U3yUeHUe
napamerpoB 3US ¥ ux HacienoBaHus y GOJBHBIX C
ceMedno#t (GOpPMOM CUPUHIOMHUEIUM M UX
POACTBEHHHUKOB.

Hamu wucciaeoBasbl 6 ceMel ¢ MCTOpUEH
HacneCTBEHHON CUPUHTIOMUCIHM, TTPOKUBAIOIIUX B
peruone Tartapcrana. B kaxjo#t u3 cemedl umcio
0ONBEHBIX CUPUHTIOMHUENHER GLUIO HpeCcTaBIeHo
ABymMs u Oonee uneHamu. O6inee dYHCIO
00cneoBaHHBIX OONBHBIX M HX KIMHUIECKH
3M0POBBLIX POACTBCHHUKOB (MIEPBOM U BTOPOM JIMHUM
pozcTBa) cocTaBUao 58 Yengopek (26 MyxuuH 4 32
KEHIIMHBL) B Bo3pacTe oT 16 o 73 set.

Bce o6ciejioBanHbBle OPOULIM  KIMHUKO-
HeBposioruueckoe obcienopanue, MPT u MPT-
MopdoMeTprIeCKOe UCCIICIOBAHUE CIHHHOTO MO3ra
i 3US. MK | quar{HocTupoBaiy OpH ONyINeHUH
MHHJAJMH MO3XeuKa HHXE JIMHEU O0JIBIIOTo
3aTBUIOYHOIO OTBEPCTHS Ha paccTosiHue bosee 2 MM.
Basunsipryro uMIpeccrio OleHUBAIM KaK BHICTYIIaHUE
3y0OBM/IHOTO OTPOCTKa aKCHca Hajl JUHUeH Mak-
I'peropa na paccrosuue 6osee 5 M. C IETBIO OLIEHKH
BenuuuHbl 345 u3mepsuiy riyouny u miomags 3.
[ny6uny omenuBanu mo AByM mnapaMeTpam:
muctasiu TW-O (nepneHadKysp OT ONUCTHOHA K
mapiu Twining) u unaexcy Kiayca (nepresdKyisip
ot 3y6a akcuca k muHMM Twining). Oupenengemas
IIOIa/k 3a/THEW YepemHOU SIMKH [TpeiCTaBlisiIa cOO0K
COBOKYNHOCTB TUIOMIAM MO3TOBOI'O COJEPIKUMOrO U
JIMKBOPHBIX MPOCTPAHCTB, OFPaHUYCHHBIX ITUHUEH,
COCMHSIONIEN CIieyIOUMe OPUEHTUPBI Ba CPeJMHHO-
CaruTTaJbHOM cpe3e: 0a3MOH — ONUCTUOH —
BHYTPEHHUH 3aTHUIOYHBIA BBICTYII — BEPXHsAA TOYKA
HaMeTa MO3XKeUKka — BEpXYILKa COUHKHA TYPEUKOro
ceyia — 0a3uoH.

Hns cpaBHMTENLHOrO aHanM3a KpaHHOMOpGO-
METPUYECKUX NTapaMeTPOB UCIOIb30BaId aHAIOr Y-
Hble XapaKTepPUCTHKH KOHTPONBHOH TI'DPYIIBI
310POBEIX 1HI (40 gesn.), KoTopbie ObUIMA penpe3eHTa-
TUBHBI 10 BO3PACTHOMY, TOJIOBOMY U HALTUOHAIILHOMY
COCTaBy.

Beio BeisiBneno 6 ceMedl ¢ pas’snMYHBIMU
POACTBEHHLIMU BapUaHTaMH CUPUHIOMUCITHU.
MPT noareepiuna Hamv4ue MOJIOCTH B COYETAHUU
¢ MK 1. He#iposusyansHoe wuccleJoBaHue
0OHAPYKUIO NATOJOrMYecKde MOPHOMETPUIECKUE
napaMmerpel KBII u 34US. Hanuume MK 1 ¢
PAa3IMYHBIMM CTETEHAMHU ONYLIECHUS MHUHOAIUH
MOKEUKa OT 2 J10 29 MM ONIPEIENANOCH He TOIBKO Y
GONBHEIX CHpUHrOMUENHe’, HO U y KIKHUTECKH

3/I0POBBIX WICHOB UX ceMel (B 56,5 %). Ob1mee 9ucio
GONBHBIX U POJICTBEHHUKOB ¢ BhigBneHHON MK 1
coctasmwio 38 (65,5 %) uenosek (1-s rpynna). Y 16
(43,5 %) pojICTBEHHMKOB oNylleHue MUHJAAIHH
MOBKeUKa He yCTaHoBeHO (2-1 rpynna). Y 35,3 %
GOJIBHBIX ¥ WIEHOB MX CEMEH MMea MecTo Oa3uIsipHas
MMITPECCHs ¢ BBICTYNIaHUEM 3yOOBMIHOIO OTPOCTKA
o1 5 Jo 14 Mm.

Uzyuenue nnomamu 3YSA y GonbHBIX U MX
ponacteenHuKkoB ¢ MPT-npusnakamu MK 1 nokasano
JIOCTOBEPHOE YMERBILIEHHUE ee pasMepoB (B CM”) B
CPaBHEHUHM C JaHHBIMMA KOHTPOJILHOM IPyIIIEL: ¥ BCEX
obcnenoBanabx — 24,63+0,5 (p<0,01), B 1-Hrpyn-
ne — 23,4340,8 (p<0,01), Bo 2-# — 25,38+0,8
(p<0,05), B KOHTpOJIE — 28,33+0,8. Kpome Toro, 66U10
YCTaHOBJIEHO YMeHBILICHUE IUIOIaJAM Y BCEX WICHOB
cemeit (6obHBIX U 370poBEIX) 6e3 MK 1 U ¢ HeW 1o
CPaBHEHHUIO ¢ TakoBOM y 310poBbix (p<0,01). Hamu
OBLI0 TatoKe 0OHAPY)KEHO YMeHbBIIeHHe Tu1oTna M 39
Y WIEHOB ceMeif GONbHBIX CEMEMHOM CHPUHIOMUETUEN
6e3 MPT-npusnakoB MK 1 (p<0,05).

Wsyuenue riryounesl 345 (cM. Tabn. ) moxasalo,
ut0 y 25 (66 %) 06¢nenopannbx ¢ MK 1 (1-1 rpynna)
1y 5 (32 %) obcnenoBannex 6e3 MK 1 (2-51 rpynna)
ompejensercs yMmMenepuienue nokasarens TW-O.
VmenbuieHUe uBjAekca Kiayca 6p110 BBISBICHO

y 23 (60,5 %) obcnenoBaHHbBIX 1-# rpynmnel Uy
9 (44 %) — BO 2-H.

CnyGrra axaell yepenmHoH stMxn 1o mokaszareasM TW-O n
nHnekca Kinayca (B cm)

TTokazarenn B 1-5 rpymima 2-g Tpynna I KomnTpo.isb
Bennungsa

TW-0 2,3+0,3* 2,7£0,1%* 3,1+0,1

Wanexc

Knayca 3,2+0,3%* 3,4+0,2* 3,9+0,3

* p<0,05, **p<0,01.

M3 aHHBIX, TpUBEAEHHBIX B TabiuIie, CIEAY€ET, YTO
BenuuuHa TW-O y o6cnegoBanHblx (OONBHBEIX H
300poBEX) ¢ HanuuueM MK 1 Gpura JOCTOBEPHO
YMEHbIICHa 10 CpPaBHEHHUIO ¢ aHAJOTHYHBIM
noKaszaTeieM KOHTpOJIBHOM rpynnel (p<0,05). B To
e BpeMs y wieHoB cemeit 6e3 MPT-npusHaxos MK 1
TaKXXe YCTaHOBIEHO CHIDKeHMe rinyOumnbl 3US.
CxoJHbIe pe3ynbTaThl, CBUAETENLCTBOBABIIKE 0O
yMeHbleHuu rayOounsl 345 B ob6eux rpynmnax
o6celoBaHHEIX, OBUTM NONMYYEeHBl ¥ NPH U3YYeHUU
upgexca Knayca. CorilacHo 3THM [JaHHBIM,
HabI01al0Ch JOCTOBEPHOE pas3nuvude B 00€UX
rpynnax cpapHUTENBHO ¢ KoHTposeM (p<0,05, p<0,01
B 1 ¥ 2-# rpynnax COOTBETCTBEHHO).
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B pesynbraTe DpoBeEHHOro 00cciue0BaHUs
GONBHBIX CEMENHO-HACEICTBEHHOU CHPUHIOMUEMEH
¥ UX pPOJCTBEHHUKOB OB YCTaHOBJIEH pPALI
NaTOJOTHYECKUX MOPGhOIOTHUEeCKUX MapaMeT-
pos 3Usl. ITomumMo BHABIEHHS Yy OONBHBIX
cupunromuenued MK 1, monobnas anomanus
Mo3KeuKa OOHApYX)UIachk Uy 56,5 % UX KIMHUYECKH
3[I0POBBIX POJICTBEHHUKOB, UTO CBHUIIETENLCTBYET O
BBICOKOHM PaclpOCTpaHECHHOCTH JAHHOIO IpU3HaKa B
ceMbsiX. Pe3ynbTaThl HCCIeJOBaHHS TAKXKe NOKa3aIu
y GOJIBHBIX CUPUHTOMHENIUEH M KIMHUYECKH
300poBBIX WIeHOB ceMer ¢ MPT-npusnaxamu MK 1
ymenpmende riryounst 3495 (mo aucranmuu TW-O
B 66 %, p<0,05; o unaexcy Kiayca B 60,5 %, p<0,01)
M JOCTOBEpHOE yMeHbIeHue nnomau 345 (p<0,01)
10 CPaBHEHMIO C TaKOBOH Yy 310pOBBIX. ¥ POJICTBEH-
HUKOB O0NbHBIX Oe3 mpuzHakoB MK 1 Taxxke
HaOIIOaIOCh OCTOBEPHOE YMEHBILICHHE IIyOHHE
34U (mo maucranmuu TW-O B 32 %, p<0,01; mo
unekcy Kiayca B 44 %, p<0,05) 1 yMcHBILICHHE €€
mwiomaau (p<0,05) B cpaBHEHHUM C TAaKOBOH Yy
3I0POBLIX. YMeHBIIICHHE TUIOIa M ¥ riayounsr 34
OTpa)kajo €€ pa3Mepsl M ABISIIOCH, IO HalllEMy
MHEHMIO, CBHAETENLCTBOM runormiasuu 345, Panee
psAOM  aBTOPOB  OTMeEUalOCh  codYeTaHUE
gacneactBeHsod MK | ¢ KOCTHBIMM aHOMAaHUsI-
M KBII. OTtu HabmoneHus mogBend K MHEHUIO
0 KOMIUIEKCHOM HAcle[OBAHUU [aBHHBIX MATOJIOTHH
[1, 10] U4 TONMBKO KOCTHOU aHOMaJMH, KOTOPAsi
IpUBOJUIA K YMEeHbIIeHWIO pasmepoB 3HS u
BTopuuHOMy dopmuposBanuio MK 1 [5]. Ilpencras-
JIeHHMsl O BUJIE Hacjle[yeMOW KOCTHOM NaTONOTHH
o0nacTd 60NBUIOTO 3aTHIJIOYHOIO OTBEPCTUS
ABISIFOTCS] BeChMa NPOTHBOPEUUBBIMU. OTHU aBTOPHI
BUJAT B 3TOM BEIYLIYIO POJIb Oa3UIApHOUN UMIIpeC-
cud 7], Apyrue — HeAOpa3BUTHE 3aTHUIOYHON KOCTH
[5] unu OGmromenbGaxoBa ckata [9]. OpHako
uccienoBanus Hacneacteenyoit MK 1, nposeneHHEbIe
T.Milhorat, M. Chou, E.Trinidad u ap. (1999),
YCTaHOBWIIM Ga3WIIAPHYIO HMIIPECCHIO b B 12 %
CllyyaeB, 9TO He II03BOJIAET CUMTATh ee cyOcTpaToM
HaciaeJOBaHUI. Pe3ynpTaThl 00CIeJOBaHUIA
E.Menaenesuu, M. Muxaitnosa, O. boraanosa (2002)
y OOJTEHBIX CEMEWHOM CUPHHTOMHUENUEH, COUeTaHHOU
¢MK 1, ¥ ¥X poJCTBEHHUKOB HOKAa3alM 4acToe, HO
He OOIMraTHOe HaJligue MPHU3HaKOB HeJOpPa3BUTHA
xocred 3US u Gasungproi umnpeccuu. Crneayer
yKa3aTh, 4YTO OPHBOJMMEBIE B JIMTEpaType BBIBOIEI
0 BO3MOXHOUM rumomnnazud 3USA B ceMeMHBIX
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nabmogenusx MK 1 ocHOBBIBalMCh NUIIb Ha
KOCBEHHBIX J0Ka3aTeJbCTBaX B BHUJE HaIHYUA
KOCTHBIX Jlepopmanuii. IlpencTaBnenHrle B Hallel
paboTe pe3ynbTaThl M3ydeHus miaomann 34U
MOJATBEPXK/IAOT BEPCHIO O €€ TUIOIUIABHU.

Mopdomerpudeckoe uzyuenue napamerpon 345
y POJICTBEHHUKOB OONBHBIX CeMeHHO-HACIIe/ICTBEHHOH
CUPDUHHI'OMHENMEH II0Ka3alo, 4YTo Haubolee
pacnpocTpadeHHbIM naronorudeckum MPT-npusna-
KOM B ceMbsix ObUTO HeJlopazBuTHe 3US, B MeHBIIEM
qrce ciTyyaeB oHa codetanack ¢ MK 1 1 erme pexxe —
¢ nosiocreoOpasoBanueM. lllupokas mpejacraBieH-
HOCTh Tunomiazuu 345 B oOcneqoBaHHBIX ceMbiX
[O3BOJIAET HEe TOJBLKO IPEANIONIOKUTEL HAacsIe/ICTBEH-
HYIO OCHOBY 3TOT'0 IPHU3HAKa, HO U pacCMaTpUBaTh €€
B POJIM NepBUYHOro cybeTpaTa Hacne/loBaHHs. Ml
CUMTACM, YTO T'UINOIUIA3HA SIMKHM, yCTAHOBJICHHAA Y
OOJTEHBIX CEMEWHO-HACITe/ICTBEHHO M CHPUHIOMUEIMe’
¥ wieHoB ux cemer ¢ MPT-npusnakamu MK 1 u 6e3
HUX, SBISETCS HEHPOBH3YyaJbHBIM OTpa)KeHUEM
tbenotuna 3YS npu ceMelHON CUPUHIOMMENMH,
KOTOPBIM B YaCTH CIIydaeB NMPHBOJAMT K ONYHIEHHIO
MHH/IaJHH MO3XedKa, a NpPHM HaJIHUYUMU piaa
SHIOTEHHBIX U 3K30T'€HHBIX (DAKTOPOB — K Pa3sBUTHIO
CHPHHIOMUEIIUY.
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