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O BITUAHUU HEJJ,I/ICPGJEPEHLI,I/IPOBAHHOI7I ANCNNA3UN
COEAUHUTENBbHOWU TKAHU HA TEMEHUE PE3UOYAIbHOU
HEBPOJIOTMYECKOW MNATONOIrNMN 'Y OETEWN

K.C.HeBMepxxuukas, O.A.JIbBoBa’, E.A. 3t03ruHa

Tocyoapcmeennoe obpazosamenvroe yupexicoeHue gblcuie20 npoPheccuoHaIbHo20 00pa308anus « ¥Ypanbckasn
2ocyoapcmeennas meouyuHckas akademusny PedepanbHo2o aceHMcmsea no 30pasooXpPAHEHUI0 U COYUATLHOMY
passumuto, Kageopa HeepoIoul 0emcKo20 803pacma U MeOUYUHCKOU 2eHemuKu
MY Jllemckas eopodckas kaunuueckasn oonvruya Ne9, Examepunbype

O6cnenoBano 80 nmeteit ot 5 go 15 ner ¢ nuarnozom «PesunyanbHas nepeOpaibHas opraHuyeckas He-
JIOCTaTOYHOCTEY. Y TOJIOBUHBI MAIMEHTOB BBISIBICHBI CUMIITOMBI HeTH(DPEpEeHITNPOBAHHON ITUCILIA3UN
coenquHUTeNnbHOM TKaHu mo mmkane Glesby, 1989 r. OnenuBanuch *anoObl AeTel, HEBPOJIOTHUYECKHI
CTaTyC, JaHHbIC MHCTPYMEHTAJIBHOTO HCCIIeNOBaHUSA. B rpymme OonbHBIX ¢ HeaudQepeHITnpOBaHHOM
JUCIIIa3UH COCMHUTENBHONW TKaHW OOBEKTHBHBIE CHUMITOMBI CTPaJaHUsS HEPBHOM CHCTEMBI BBISBIIS-
JIUCH JOCTOBEPHO Yallle.

KuaroueBbie cinoBa: HenudepeHIIMPOBaHHON NUCIIA3UU COSAMHUTENBHOM TKAaHU, pPe3uayanbHas Iie-
pebpalibHasi Oprannyueckasi HeZJ0CTaTOYHOCTb, JETH

REVISITED THE SIGNIFICANCE OF UNDIFFERENTIATED CONNECTIVE TISSUE
DISPLASIA IN NEUROLOGICAL PATHOLOGY IN CHILDREN

K.S. Nevmerzhitskaya, O.A. Lvova, E.A. Zyuzgina

80 children in the age from 5 till 15 with residual cerebral insufficiency have been examined: 43 children
with undifferentiated connective tissue displasia (UCTD) and 37 patients without these symptoms. For
revealing fenotipic attrebutes of UCTD Glesby's scale (1989) was used. In our research we estimated
clinical condition, neurological status if the child and standard complex of additional studies, such as X-
ray filming of cervical region of spine, ultrasound research of cerebral and cervical vessels, neuroimag-
ing. Comparing complaints, clinical and instrumental signs the significant differences between two
groups were finded.

Keywords: undifferentiated connective tissue displasia, residual cerebral insufficiency, children

TKaHU B HacToOALMIN MOMEHT LUMPOKO M3YYEHbl

Avcnnasua  CoeauMHUTENbHOM

(OCT) xapakTepusyeTcs HapylleHueM pas-
BUTUSI €€ 311eMeHTOB B 3MBPMOHANIbHOM M
NOCTHaTaNbHOM Nepuojax BCneacTBue re-
HETUYECKM M3MEHEHHOro ¢ubpunnoreHesa
BHEK/IETOYHOr0 MaTpuKca, NpuBOASALWMM K
PacCTPOMCTBY rOMeoCTa3a Ha TKaHEBOM,
OpraHHOM, OpraHM3MeHHOM YPOBHSIX B BUAe
pa3nnyHbIX MOpO-PYHKUMOHANBHBLIX Ha-
PYLUEHMN BUCLEPaAsIbHBIX U JTOKOMOTOPHbIX
OpraHoB C MNPOrpeaueHTHbIM TeYeHUEM U

HepeaKko ¢ HebnaronpusaTHbIM ncxodom [1].

HEeBPOJIOrMyeckne nposiBNeHns HacneacT-
BeHHO obycnosneHHbix ACT [1, 2]. B npak-
TUYECKON e AeATeNbHOCTM BpayaM 4acTo
NPUXOAMTCS WMETb [Aeno CO CTepTbiMM
(opMamMm AaHHOM aHOManuu, TO eCTb C He-
ancbdepeHUMpoBaHHOW  AUCNIA3MeNn  Co-
eanHuTenbHou Tkanu (HACT). B nocneaHee
BPEMSA LUMPOKO M3YyYeHbl BUCLEpPanbHbie
mapkepbl JCT, TakXe ykasblBalOT Ha poOJib
ACT B kauectBe hakTOpa AeKkOMMeHcauum

HEBPOHOFVI‘-IECKOI\;I natonormm — nepuHa-
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TaJibHOro noBpexaeHuns ueHTpaanon

HEPBHOM  CUCTEMbl,  YepernHOo-MO3roBOK
TpaBMbl, BEreTo-COCYANUCTOW AUCTOHMM [1,
2,3,4,5,6].

B uccnepoBaHue BkAodeHbl 80 pAeTen
obomnx nonos B Bo3pacte oT 5 go 15 ner,
HaxoAMBLUMECS HA JleYeHUM B HEBPOMOru-
yeckoM otaeneHun MY AKB N9 r. Ekate-
puHbypra Cc AMarHo3oM «Pe3uayanbHas Le-
pebpanbHasi oOpraHuyeckass HeaocTaTou-
HOCTb». KpuTepmeM UCKNoYEHUST SIBNSSIUCD:
HanMuMe CyLeCTBEHHOW O4YaroBOM CMMNTO-
MaTWKW MO AAHHBIM OCMOTPa U pe3ynbTaTam
HEWNpPOBU3YyanM3auuu.

BceM nauveHTaM nNpoOBOAMNOCH KOM-
nneKcHoe TpaanUMOHHOE KIIMHWKO-

ans

BepVId)VIKa UMM ANCNNA3MU COEANHUTENBHOM

WMHCTPYMeHTanbHoe 0b6cnenoBaHume.
TKaHM u1cnosb3oBanace MexayHapoaHast
peHoTMNUYeckas wkana M.]J. Glesby, 1989
r. [7], cornacHo KOTopoKn, perucTpauus 5 un
6onee nNpusHaKoB M3 LWeCTHaguaT y pe-
beHKka cuMTaeTcsa AOCTAaTOYHbIM KpuTepuem
ANs YyCTaHOBNEeHMs AmarHo3a «/[ucnnasus
COEAMHUTENBHOM  TKaHW». [Mnepmobunb-
HOCTb CYCTaBOB OLIEHMBanacb MO KpUTepu-
am P. Beighton [8], Bepudukaumns nnocko-
CTOMUS1 NPOM3BOAUSIACE NPV MOMOLUM MaH-
Torpacdun, apaxHoAaKTUIMM - Ha OCHOBa-
HAM  MONOXUTENbHbIX TecToB «60/bLOro
NanbLa» 1 «3ansacTbs».

C y4yeTOM YyKa3aHHOW LUKanbl HaMW Bbl-

Aenedbl ABe rpynnbl NaunMeHToOB — C Nopa-

YXEHWEM HEPBHOW CUCTEMbI C KJIMHUYECKMMM
npossneHnammn ACT (rpynna 1, n=43) n He
nmetowmx npmsHaku ACT (rpynna 2, n=37).
[aHHble obpabaTbiBanuck B Tabnuue Exel ¢
ncnonb3oBaHneM kputepus duwepa, Kop-
pensiuMoHHoro aHanmsa CnupMeHa u Kpu-
Tepusi AocToBepHOCTN CTbioeHTa.

Mpn aHanuze kputepmes Glesby oTMeye-
HO, YTO Y naumeHToB 1 rpynnbl Hanbonee
3HaYMMble W3MeHeHusl Oblin B  OMOPHO-
ABUraTeNnbHOM cucteme: ckonno3 - 88%,
HapyleHue ocaHku - 88%, rnnepmobunb-
HbI CyCTaBHOM CMHAPOM - 86%, acTeHunye-
CKUIM TUM KOHCTUTYUMW - 67%, NNOCKOCTO-
nue - 67%, BbiICOKOe HEBO - 44% nauuneH-
TOB; KpPOME TOro, BbISIB/IEHbI MOMOXUTENb-
HbIi CUMNTOM «3ansiCTbsi» - y 23%, apax-
HodakTunms - y 7%, mmonnsa - y 12%, no-
BbILLEHHAs PacTSHKUMOCTb KOXWU - y 17%,
NONOXUTENbHBIM ~ CUMNTOM  «60ONbLIOTO
nanbua» -y 23% peten ¢ HACT. Octanb-
Hble NMPU3HaKu, BXOAsLME B COCTaB LUKarbl,
He 6blIM 3aperncTpupoBaHbl HA B OAHOM
cnyyae.

Hanbonee 3HauMMbIM B aHaMHe3e AeTen
¢ HACT Ha nepBOM roagy >u3Hu 6bl10 OT-
CTaBaHWe B HEPBHO-MCMXMYECKOM pa3BUTUU
No CpaBHEHUIO C NauMeHTaMu CpaBHMBae-
Mo rpynnbl (47% v 14%, COOTBETCTBEHHO,
p < 0,05).

Xanobbl yyactHukoB o0beux rpynn Xxa-
paKTepPU30BaNnUCb 3HAYMTENbHLIM Pa3HO06-

pa3ueM: ronosHas 6onb BbisiBNeHa y 93%
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peten ¢ HACT n y 89% 6e3 HACT (p >
0,05); HapyweHue cHa (40% u 41%, cooT-
BETCTBEHHO, p > 0,05), NoBbIWEHHAs YTOM-
nsemoctb (40% n 43%, COOTBETCTBEHHO, P
> 0,05), 3MoumoHanbHas NabwunbHOCTb
(28% wn 27%, cooteeTcTBEHHO, p > 0,05)
Habnoganucb y KaXxaoro TpeTbero pebén-
Ka; Y KaXXA0oro YeTBepToro — CHUXeHue na-
MATU U BHUMaHUA (16% n 14%, cooTBeTCT-
BeHHO, p > 0,05,), ronoBokpyxeHune (23%
n 22%, cooteeTcTBeHHO, p > 0,05), meTeo-
nabunbHocTb (19% n 24%, COOTBETCTBEH-
Ho, p > 0,05), HenepeHOCMMOCTb TpaHcC-
nopta (16% wn 19%, COOTBETCTBEHHO p >
0,05). B uenomM, npu conocTtasfieHnn xanob
obeunx rpynn no KayeCTBEHHOMY W KOnn4ye-
CTBEHHOMY COCTaBY AOCTOBEPHbIX pa3nnyni
MeXay HUMU He BbISIB/IEHO.

MNpn oueHke HEBPONOrMYeckoro craTyca
AETEN ABYX WUCCNEAYEMbIX TPynn BbiSIBIEHbI
cnepyowme ocobeHHocTn. Co CTOPOHbI Ye-
PENHON MHHEPBALMN — aHU30KOPUS 3aperu-
CTpMpOBaHa B 2 pasa 4alle y y4aCTHUKOoB 1
rpynnbl (40% u 19% COOTBETCTBEHHO, p <
0,05), Hucrarm — B 1,5 pasa vawe (58% u
41% cooTBeTCTBEHHO, p < 0,05), aeBnauus
Aa3blka TaKXke onpegensanacb B 1,5 paza
vawe (33% u 24% CoOTBETCTBEHHO, p >
0,05). Ewie oaHoM OCOBEHHOCTbIO MaLMEH-
ToB ¢ HOCT sBUNOCb HapylweHus B ABura-
TeNbHOW cdepe, NposIBNSAOWMECS CUHAPO-
MOM MbILIEYHOM TUMOTOHUM, KOTOpas Ha-

6noganacb y 72% 6onbHbix ¢ HACT, B TO

BpeMs kak B rpynne aeten 6e3 HACT npu-
3HaK 6bin npeactasneH B 43% cny4vaeB (p
< 0,05 u runeppednekcuenn — (70% wu
41%, cooTtBeTcTBEHHO, p < 0,05). Y obcne-
AOBaHHbIX 1 M 2 rpynn Hambonee 4acrto
BCTPEYaNIMCb MPU3HAKM 3KCTpanupaMmngHon
(8 57% wn 70% cny4aeB COOTBETCTBEHHO p
> 0,05) 1 MO3>XEYKOBOW HEAOCTaTOYHOCTU
(8 35% un 41% cnyyaeB COOTBETCTBEHHO, P
> 0,05), a Takke mx coyetaHue (B 22% wu
35% cny4aeB cooTBeTCTBEeHHO p > 0,05).

OueHuBass CUMHAPOMASIBbHYKO  CTPYKTYpY
PUOH B cpaBHMBaeMbIx rpynnax, otMeye-
HO, Y4TO reMOSIMKBOPOAMHAMMYECKNE Hapy-
LeHWs1 BCTpeYanucob y aetein 1 rpynnbl B 2
pa3a vaule (13% wn 5,8% COOTBETCTBEHHO,
p < 0,05), uepebpacTteHnyecknn CMHAPOM
BbisBNANCa B 2,5 paza uvawe (47,8% n
17,6% 0,05).
CVHAPOM HapyleHusi OCaHKW BblsIBNEH B
95,6% y neten ¢ HACT un 76,4% neten 6e3
HACT (p < 0,05).

MNpencraBngoT

COOTBETCTBEHHO, p <

NHTEepec [AHHble
KT/MPT-nccnegoBaHust rosioBHOrO  MoO3ra.
Tonbko y Tpetu (35%) aeten 1 rpynnbl npu
NPOBEAEHUN HEWPOBU3YaNM3aLMM He BbisSiB-
NNIEHO NaTONOrMYECKUX W3MEHEHUN, Y OC-
TalbHbIX perncTpupoBanacb agvnatauuns 6o-
KOBbIX enyaodkoB Mo3ra (35,7%), Mukpo-
KanbUWHaTbl B MPOEKUUN COCYAUCTBIX Crie-
TeHun (35,7%), NnepuBeHTpUKYNsSipHast nen-
KO3HUedanonatms Kak WCXO4 TUNOKCUN,

rnepeHecéHHON B nepuHaTasibHOM nepuoae
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(21,3%), uepebpanbHasa aTpodusa (7,1%),
nuMnomMa B 0611acTy CynpacennsipHoM Umc-
TepHbl (7,1%). Bo 2 rpynne aeTten HU y oa-
HOro pebéHka MaToNOrMyYecKnx M3MEHEHUN
FO/IOBHOrO MO3ra MO AaHHbIM HeWpoBM3Yya-
Nn3auun He BbisIBNEHO. Pasnuuua mexay
ABYMS TpyrnnaMu no BblWenepeyncrieHHbIM
Npy3HaKaM SABMSOTCS AOCTOBEPHbIMU (p <
0,05)

Mo AaHHbIM peHTreHorpacun LENHOro
oTAena NO3BOHOYHWMKA TONbKO Yy Aeten 1
rpynnbl  BbiSIBIEHA aHOManus Kummepnu
(8,6%), wenHoe pebpo (4,3%). Mpu npo-
BeaeHun Y3 cocyaos wen y TpeTn yda-
CTHMKOB 1 rpynnbl (26%) He 6bIn1o NaTono-
MMYECKMX U3MEHEHUI, B TO BPEMS KaK BO 2
rpynne Y3AI B npegenax HOpPMblI UMenu
OKOM0 MonoBuHbI aeten (49%). Y naumeH-
TOoB 1 rpynnbl B 2 pasa 4alwe no cpasBHe-
HUIO CO BTOpPOW rpynnov  Habniopanach
9KCTpaBa3asibHasi KOMMpeccusi MO3BOHOY-
HbIX apTepui (44% n 19% COOTBETCTBEH-
Ho, p > 0,05). MapaaokcanbHOM HaxoAKOM
nccneaoBaHUs IBUNOCb TO, YTO TOMbKO BO
BTOpoM rpynne 3adMKCUMpOBaHbl OAHOCTO-
POHHSIS TMMOMNJasusl NO3BOHOYHOM apTepun
(4,3%), AedopMaumsi MO3BOHOYHBLIX apTe-
pun (4,3%), Cy>xeHue MO3BOHOYHbLIX apTe-
pui (4,3%).

ComaTnyeckass OTArOWEHHOCTb  6bina
3HauuUTENbHOM B 0Benx rpynnax c npeo6-
3aboneBaHui

JlajaHNEM Xenyao4yHo-

KALWWEYHOro TpaKTa, OpraHoB [AblXaHU4d, Op-

TONEAMYECKOM U XUPYPruyeckon naTono-
rn.

Takum o6pa3oM, Ha OCHOBaHWM nNpoBe-
AEHHOrO WCCNeAoBaHMsl, MOXHO caenaTtb
cneaytowime BbiBOAbI.
1) NpepcTaBneHHOCTb CMHApOMa
HeanddepeHUMpPoBaHHOM Ancnnasum

COEANHUTENBbHON TKaHM Yy JeTen cC

pesvayanbHOn HEBPOJIOrMYECKOM
MaToNOrnen 3HaunuTenbHa, MPaKTUYECKM
KaXkabli BTOPOW pebeHOK MMeeT Te Uau
NHbIE KJIMHUYECKM
npossnenns HACT (ao 57,5%).

2) MNo xapakTepy *anob y4yacTHukM obenx

3Ha4nMble

rpynn HE npoaeMOHCTpUpoBaIn
3HaUYUMbIX OT/IUYUNA. OpnHako nauueHTsbl C

HAOCT xapakTepusyoTca «boraTcTBOM»

MMKPOOYaroBoM HEBPOJIOMMYECKOW
CUMMNTOMATMKKM, a Takke obunuem
BapuabenbHbIX N3MEHEHUI no
pesynbTaTaM  HeMpoBM3yanu3auum U
oueHKe COCTOSIHUS BepTebpo-
6a3unnnsapHoro 6accemnHa.

3) CuHapomanbHass cTpyktypa PLOH vy

peten  Cc  HeauddepeHUMpPOBaHHOM

ANCnnasmen  coeguHUTENbHOM  TKaHU
TaKkKe aBngetca 6onee HacblLLEHHOM,

npeacrtaBjieHa B OCHOBHOM CMHAPOMaMu

OpraHN4ecKoro Xapakrepa
(uepebpacTeHunyeckun,
NTMKBOPOAMHAMUYECKMN, HapyLIEHWI

OcaHKM) ’ 4yToO CBUAOETENLCTBYET (0]

6onbLuen 3aMHTEPECOBAHHOCTY
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LuepebpanbHbiX  CTPYKTYp Y  TaKux CKMX COMaTM4Yeckux 3aboneBaHuit B Aalb-
NauMeHTOB. HEMLIEN XM3HU MaLMEHTa MOXET CbirpaTb
4) BbisiBNeHHas Aauccoumaumst cybb- ApaMaTUyecKkyo ponb. Aucnnasus coeau-
€KTUBHbIX U OOBEKTUBHBLIX MpPOSIBNEHUN HUTENbHOM TKaHW MOXET BbICTYMUTb TEM
HOCT Ha pe3uayanbHOM (hOHE MOXET pelaowmM hakTopoM, KOTOpbIN MoBAUSET
CBMAETENbCTBOBATb O BbICOKOM CTEMEHMU Ha KOMMEHCATOPHbleE BO3MOXHOCTU Opra-
KOMMEHCAUMM YyKa3aHHOM naTonorMn B HM3Ma pebéHka, 1 co3aaTb OTMNPaBHYHO TOY-
AETCKOM BO3pacTe. Ky Ans opMMpoBaHUS KOMMJIEKCHOrO CO-
Cnenyer OTMETUTb, YTO HannuMe opra- MaTO-HEBPOJIOrMYECKOro  Hebnaronoyuus.

HWYECKOro MOpaXXeHUsi LEeHTPanbHON HepB-
HOWM CMCTEMbI C YY4ETOM BO3PACTHbIX Harpy-

30K, FOPMOHasIbHbIX MEPECTPOEK, XPOHUYe-
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