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rnasa 1 | MOP®PODPYHKLIMOHAJbHbLIE
OCOBEHHOCTU

BpoxxneHHbIE CIMHHOMO3TOBBIC TPBIXKU, OTHOCAIIMECS K YUCITY pacipo-
CTpaHEHHBIX MTOPOKOB Pa3BUTHUS B JETCKOM BO3pacTe, 3aHUMAIOT OJHO M3
TIEPBBIX MECT CPEI¥ JPYTUX BPOXKIACHHBIX MaIb()OpMAIU IO TSKECTH
AHATOMHYECKUX U (YHKIIMOHAIBHBIX HAPYIICHHUH, KOMITJIEKC KOTOPBIX yC-
JIOBHO OOBEIUHSIOT TEPMUHOM «MHEIIOIUCILIa3u [3, 6, 18, 40, 44, 61].

Muenogucnnasusa (mielos—cnunHoi mosr, displasis— Henpa-
BM/IbHOE PA3BUTME OPIAHOB M TKAHEH) — COBUPATENbHOE MOHATHUE,
obbeamHatoLLee 60MbLYIO FPYNMy NOPOKOB PA3BUTHS CIIMHHOTO MO3Ta
C TUNWUYHOM nokanusauuei (Yaule B npeaenax L—S, -cermeHTos) 1 wm-
POKMM AMANA30HOM NPOABIEHMM, OT PAXMLLM3NCA A0 CKPBITBIX, Cyrybo
TKaHeBbIx, MameHerui [19, 24, 49, 53, 56].

ITom TepMHHOM «MHUEIOIUCILIA3US ITOAPA3yMEBAIOT IIOPOK Pa3BUTHS
CITMHHOTO MO3Ta CO CKPBITBIMH WJIM SIBHBIMYM KIMHUYCCKUMH TIPOSIBIIC-
HUSIMH, C COMYTCTBYIOIIMMH HapylmeHUsIMA (YHKIUH OMOPHO-IABHUTa-
TEJIBHOTO armmapara, OpraHOB MaJIOTO Ta3a U IPYTUX CHUCTEM. DTa HO30-
JOTHsI OObEAMHSET OTHOCUTEIHHO OOJBINYIO TPYIITY OOJNBHBIX C TIOPO-
KaMH Pa3BUTHsI CIIMHHOTO MO3Ta (CIIMHHOMO3TOBBIC TPBDKH, spina bifida,
JICTIIA3WS] VJTM arcHe3Msl KayJalbHBIX OTJIEJIOB MO3BOHOYHHMKA U T.J.),
JMUCTIACTHYECKUMH H3MEHEHHSIMU B CTPYKTypax MO3ra, BapHaHTaMHU
HapyIICHU MO3rOBOTO KPOBOOOPAIICHHS, KOTOPBIC B JINTEPATYPE TAKIKE
Ha3bIBAIOT «CUHJPOM CITUHAILHOTO AU3padu3May.

B cBot0 ouepes MUEIOANUCILIAZHIO TTONPA3ICIIIOT Ha 2 GOPMEL: Op-
TaHHYIO (CTMHHOMO3TOBBIE TPBIKH) M TKAHEBYIO (K KOCTHBIM MapKepam
MOCIeTHEN OTHOCST He3apalleH sl JyKEeK ITO3BOHKOB, areHE3UI0 KOITYMKa
Wi kpectia). KocBeHHBIMU npu3HaKaMU TKaHEBOH (GopMbl Muenonuc-
TUTa3MH SABJISIOTCS YYACTKH KOXKHOM MUTMEHTAIMK WA JACTTUTMEHTAIUH
B MOSICHUYHO-KPECTIIOBOW OONACTH, OYard MHTEHCHBHOTO OBOJIOCCHHUS,
JIEPMaJIbHBIN CHHYC B BEPXHEH YaCTH MEKbATOTUIHON CKIAIKH.

Mo knaccudmkaumm, npeanoxenHon .B. Ynspuxom (1994), k Ha-
pyLIEHUAM HOPMUPOBAHMS NMO3BOHOYHOTO KAHANA OTHOCST Ceayto-
e GOPMbl MOPOKOB PA3BUTUSA:

1. MNepBuyHbIE CTEHO3bI (Cy>keHM:) NO3BOHOYHOrO KAHANQ;
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2. Inacrematommenmio: a) koctHas, 6) xpsLiesas, 8) rbposHas;

3. epManbHbIi CUHYC M 0B6bEMHBIE 0BPA30BAHUA SMOPUOHASTBHO-
O NPOUCXOXAEHMS;

4. CnMHHOMOS3IOBBIE IPbIXM.

Knuanueckne nposiBIeHNs TMaCTEMaTOMUEIH YKIIAIbIBAIOTCS B Kap-
TUHY MHEJIOAMCILIA3HH C BBIPA)KEHHBIMU HEHPOTCHHBIMU PacCTPOHCTBAMU
MOYCHCITYCKaHUS U PEXe C SBICHUSIMH TUCTAIBHOTO BSUIOTO Iapanapesa.

st spina bifida xapakTepHO He3apallleHHe KOCTHBIX JIEMEHTOB I10-
3BOHOYHHKA (IyKKH OCTHCTOTO OTPOCTKA), 00pa3yromuX 3aAHI0I0 CTEH-
Ky HO3BOHOYHOTO KaHasa. J[MarHOCTHKA 3TOro BUAA MATOJIOTUH MPOCTa
1 He TpeOyeT MPUMEHECHHUS TAaKUX CIOKHBIX METOJIOB, KaK KOMITBIOTEpHAST
ToMOTpadusl © MAarHUTHO-PE30HAHCHASI TOMOTpaQUsl.

Spina bifida aperta ompenenser MmaToNOrHI0, CBSI3aHHYIO C 3aTHEH
NPOTPY3UEH COAePKUMOTO MO3BOHOYHOTO KaHaja 4yepe3 KOCTHBIN Je-
¢exT. Eciu B TpphkeBOE BBITISTYMBAHUE BXOIAT TOJILKO MO3TOBBIE 000J10Y-
KH — 9TO MPOCTOE MEHUHTOIIENE.

[Tpu mMuernonene B AeeKT MPOHUKAIOT 00pa30BaHUs CITUHHOTO MO3Ta.
TepMUHOM «MHETOMEHHMHTIOLIEE» Ha3bIBAIOT BHIISTYMBAHUE 4Yepe3 Jie-
(eKT BceX KOMIIOHEHTOB IMO3BOHOYHOTO KaHaJIa.

Tepmunom «spina bifida occulta» onpenensior Manshopmannu, npu
KOTOPBIX HE MOBPEKIAAIOTCS KOXKHBIE TOKPOBBI. K HIM OTHOCST MOJKOX-
HBIC JIMIIOMBI M TIPOCTHIE MEHUHTOIIENE, THACTEMAaTOMUEIINIO U yTOJIIIe-
HHUE KOPEUIKOB KOHCKOTO XBOCTA, CIIMHAJIBHBIC JIUTIOMBI U MUEJIOIHCTO-
1elie, CHHIIPOM HaTSHKEHHSI CTHHHOTO MO3Ta.

WuTtpanypanbHble JTUIIOMBI BCTPEYAIOTCS B OCHOBHOM B KayJaJbHBIX
OT/leNIax MO3BOHOYHOIO KaHala U MOTYT MMETb CBS3b C AMUIYPAJIbHBIM
npocTtpancTBoM. OOLIMPHYIO KaylalbHO-PACTIONIOKESHHYIO JINTIOMY, B KO-
TOPYIO MOT'YT BXOJUTb JIEMEHTHI TIO3BOHOYHOT'O KaHana (CIIMHHOM MO3T,
000JIOYKH), HA3BIBAIOT TEPMHUHOM «JTHITOMHUEIIOMEHUHTOLICIIC).

OpHUM U3 OCHOBHBIX BHJIOB CHHApOMa Mueiomuciuiazuu (puc. 1.1)
SBIISIETCS MEHMHTOpaauKysouene (oTkpbitas ¢opma spina bifida). Ilpu
MEHHHTOpaUKynomneie neeKT pacIpoCTpaHsAETCS Ha MEHHHICaJIbHbIC
000JI0YKH, TIIaBHBIM 00pa3oM Ha TBEPIYI0 MO3TOBYI0 000J0uKky. B pe-
3ynbTare o0pasyercsi comeprkamias CIMHHOMO3TOBYIO JKUAKOCTH KHCTa,
CTCHKH KOTOPOH COCTOSIT M3 TBEPION MO3TOBOI 00O0JIOUKH B PE3KO UCTOH-
YEHHOU WM PyOLIOBO-M3MEHEHHOW KOXKH.

VY psana HOBOPOXKICHHBIX CIIMHHOMO3TOBas TPbDKa COMPOBOXKIAETCS
JIMIIOMOM WJTM TEPaTOMJONOAOOHBIMU Pa3paCTaHUSIMH B 30HE KOXKHOTO
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Puc. 1.1. MeHnHropaamkynouene nosCHU4HO-KPECTLO-
BOro OTAesa No3BOHOYHMKA y pebeHka.

nmokpoBa. KucTozHoe comep)uMoe MOXKET coo0marhcs ¢ cybapaxHo-
UAAJBHBIM MIPOCTPAHCTBOM B 30HE IIEHKH I'PHIKEBOrO Memika. B 6oib-
LIMHCTBE CJIy4aeB MEHUHTOPaJUKYJIOLETIE CONEPIKUT JIEMEHTBI KOHCKOT'O
XBOCTa B BU/I€ OOJIBIIOrO KOJIMYECTBA 3alassHHBIX KOPEIIKOB C HapylIeH-
HOW TOMMYECKOW aHATOMHEH W BBIPAKEHHBIMH PYOIIOBBIMH CpallICHUSs-
MU C TBEpIAOW MO3roBoi obosnoukoit. Ilocne BrIxona n3 Menika KOpemku
BHOBb IIOCTYIIAIOT B [I03BOHOYHBII KaHaJ Ha ypPOBHE HU)KHEN 4acTH.

Teuenue 3a001eBaHUs U IPOTHO3 IPU CHMHHOMO3IOBBIX I'phDKax 3a-
BUCAT OT BapHaHTa IIOPOKA U €ro COYETaHMs C IPYIMMU aHOMAIUSAMHU
MO3ra, MO3BOHOYHUKA W BHYTPEHHUX opraHoB. HeBponoruueckue pac-
CTPOWCTBAa OOBIYHO TPOTPECCHPYIOT MPH TeX (OopMax TPBIKH, KOTHA ee
COZIEP’KUMBIM SIBIISIETCS CIIMHHOM MO3T, a Takke MpH (ukcanuu K 00o-
JIOYKaM TPbDKM JIEMEHTOB HEPBHOM TKaHW WJIM CHABICHUU MOCIIEAHEN
COTMYTCTBYIOIIMMHU O0BbEMHBIMU 00pa30BaHUSIMHA MTO3BOHOYHOTO KaHasa.
VYcyryOnenne HeBpOIOTHISCKOW CUMITOMATHKY MOKHO HAOTFONIATh Y OT-
JIeTBHBIX OOJIBHBIX ¢ 000I0YEYHO-KOPEIIKOBEIMU M OCIIOKHEHHBIMH (TY-
MOPO3HBIMH) TPBDKAMHU.

CIuHHOM MO3T IpU JTaHHOM 3a00JeBaHMM MMeeT (pOopMy IUIACTHHBI,
0obIIell 4acThlO CpallleH C TBEPAOW MO3roBOW OOONOYKOH, a MEXIy
HUMH PacIoOJIOKEeHbl KOPEUIKM KOHCKOTO XBOCTa, Oojiee WM MEHee U3-
MeHeHHble. [Ipn MeHMHropagukynoneie MmopaXxeHue CIMHHOTO MOo3ra
pacrpocTpaHseTcs JajeKko 3a MpeAesbl 3TOro 00pa3oBaHMs U JJIS HErO
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XapaKTepHbl yMEHbIIIEHNE YKCcIa HEHPOHOB B CEPOM BEIECTBE CITUHHOTO
MO3Ta B KpaHUAJILHOM HaIlpaBJICHUU, SIBJICHUSI KUCTO3HOTO apaxHOUAUTA
U cupHHTOMHETUH. KUcThl 00yClIOBIMBAIOT aTpOhUI0 HEPBHBIX IEMEH-
TOB B CBSI3M C MOBBIIIEHHBIM JaBI€HUEM B HUX, YTO, KaK MPaBUIIO, MIPH-
BOJIUT K Pa3IMYHON CTCTICHH BBIPAKCHHOCTH MOTEPU (PYHKIIUU CITMTHHOTO
Mmoasra [6, 27, 46, 58, 62].

Ha cerogusmnmii neHp HapyIeHne SKOJIOTHYECKOro paBHOBECHS TIPU-
BEJIO K 3HAYUTEIHLHOMY POCTY pa3HOOOpa3HbIX 3MOPHO- U (eToraTHii, B
YaCTHOCTH K MOPOKaM Pa3BUTHS Kay[adbHBIX OT/AEIOB TO3BOHOYHHKA U
CIIMHHOTO Mo3ra. Bo3zzielicTBue OMOIOTHUECKUX U (PUBNKO-XUMUYECKUX
(hakTOpOB Ha OpraHU3M IUIOA B TEPATOTCHHBINA TEPMUHAITMOHHBIN TIe-
PHOJ U3YYEHO HEOCTATOYHO, OJJHAKO MOXKHO KOHCTAaTHPOBATh, YTO TOK-
CHKO3bI U BUPYCHBbIC MH()EKIIMOHHBIE 3a00JICBaHNS Y JKEHIIUH B TIEPBOM
MOJIOBUHE OepeMEHHOCTH B 25% CilydaeB WHUIIMUPYIOT Pa3BUTHE CHH-
JipoMa KayJlaJTbHOW MHUEIOUCILIa3HH.

[Tonapnstomee OOIBIIMHCTBO aBTOPOB pPacCMaTpUBaET B UUCIIE BO3-
MOXXHBIX 3THOJIOTHYECKUX (PAKTOPOB JAHHOTO 3a00JIeBaHUS HapyIie-
HUE MPOIIECCOB YMOPUOTEHEe3a Ha CTAa/IUU 3aKIIaJKA HEPBHON M KOCTHOH
CUCTEM, T.€. T€ PacCTPOUCTBa, KOTOPbI€ BO3HUKAIOT B CPOKH OT 16-TO
JTHST 710 KOHIA 8-1 HEENH MOCIe OIUIOA0TBOPEHUS, KOT/Ia TPOUCXOIUAT
(dhopMupoBaHKE HE TOIHKO TO3BOHOYHHKA, HO 1 OCHOBHBIX BHYTPEHHUX
OpTaHOB.

o HacTosiniero BpeMEeHU 3THOJIOTHS CIIMHHOMO3TOBBIX TPBDK HE BBI-
sicHeHa. [[puHsaTO cunTarh, 4TO paciierieHne M03BOHOYHIKA — 3TO aHO-
MaJjiusl pa3BUTHs, 00YCIOBIICHHAS TCHETHUECKUM nedexToMm [42, 59].

[Topoku GopMHUpOBaHUS CIIMHHOTO MO3Ta Haubojiee 3HAYHMEBI CPEITU
COIMYTCTBYIOIINX MOPOKOB B COYETAHUU C aHOMAJIMSIMU Pa3BUTHUS M1O3BO-
HOYHMKA y feTeld. TeopeTruuecku npu NOPOKax Pa3BUTUS MO3BOHOUHUKA
y BceX OONBHBIX CIEMyeT OXKUAATh MPOSBICHUH MUEIOANCILIA3HUH, €CIH
UMETh B BUAY 3aKIaJKy HEPBHOH TpyOKHM M MO3BOHOYHHWKA KaK IMapa-
JIeTbHBIC W B3aMOCBS3aHHBIC TPOIIECCHI IMOPHOTEHE3a ¢ TIOYTH OfHA-
KOBBIM TEpPaTOT€HHBIM TEPMHUHAIMOHHBIM TeproaoM. COOTBETCTBEHHO
MPENCTaBUTh ceOC M30IMPOBAHHOE (OPMHUPOBAHUE ITOPOKOB PAa3BUTHS
OCEBOr0 CKEJIeTa UM CHUHHOTIO MO3ra MPaKTUYECKH HEBO3MOXKHO. Kak
MpaBUJIO, aHOMAJIBHO Pa3BUTHIE OPTAHbI U YUACTKU TKaHeH Moydaiu HH-
HEpBAIIUIO U3 CETMEHTOB CITMHHOT'O MO3Ta, KOTOPHIE B OHTOI'€HE3E Pa3BH-
BaJIUCh Ha OJTHOM yYPOBHE C MIOPOYHBIMHU IMO3BOHKaMH. CBS3h ATHUX Opra-
HOB C OIpeIeICHHBIMU YYaCTKaMH CIIMHHOTO MO3Tra KOCBEHHO YKa3bIBaJla
Ha BPOXKJCHHYIO HETIOJIHOIIEHHOCTh MOCHIeAHero (puc. 1.2).
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MocneacTBna MHAYKUMOHHOIO GJ1I0Ka CNMHaNbHOM
xopabl (I TpumecTp 6epemMeHHOCTH)

Spina bifida, areHe3uns

KocTHbie

KpecTua 1 Konymka, paxumnauc,
MapKepbl

AJnactematoMmmenusa v T.4.
AHOpeKTasnbHbie ATpe3unc aHyca, MerakonoH
MOPOKU nT.4.

HelporeHHbIn MO4€eBOW My3blipb,
Mopoku pas3suTusa MMP, meraypeTtep, KpUnTopxm3m,
MOY€ernosioBou rmnonnasusa anydek (AN4HUKoB),
cucTemsl NOPOKM Pas3BUTUS MaTKN U
Bnaranuwa v T.4.

HeBponorunyeckue HwxHuin Banbii napanapes,
M opToneauyeckue | KOCONanocCTb, BPOXAEHHbIN
BbiNageHus BMBUX Oepep 1 T.A4.

Puc. 1.2. Knunuyeckme BapmaHTbl MOPOKOB pA3BMTHUS KAYHANbHbIX OTAEOB M03BO-
HOYHMKQ (paHHMIt sMBpHoreHes).

Wzy4as pa3indHble MOPOKU PA3BUTHS, YIaIOCh YCTAHOBUTH, YTO MX
COUeTaHHE C aHOMAJHUSIMH CIIMHHOTO MO3Ta JIOCTaTOYHO BEIUKO [2, 15,
26, 40, 55].

[Tpu yrmybnennoM obcnenoBannu OONBHBIX, 0COOCHHO Tiepes ornepa-
e, OOBIYHO BBISBISIOT OONBIIOE KOIMYECTBO IMMOPOKOB cepAra. B psie
myONMUKaUi BBICKA3bIBACTCSI MBICITH O SAMHOM MEXaHHU3ME OJJHOBPEMECH-
HOTO (hOpMHUPOBAHUS BPOXKJCHHON MATONOTHH TO3BOHOYHHKA, JIPYTHUX
OTJIEJIOB CKeJieTa M BHYTpeHHuX opranos [1, 4, 10, 21, 25, 57, 64].

ITpu 3ab0JeBaHUAX MOYEK W MOUYEBBIBOAAIINX MyTEeH (PUKCHUPYIOT
HanOOJIBIIIEE KOJUYECTBO COMYTCTBYIOIIUX aHOMAaHi, MPOTEKABIINX
y OOJBIIMHCTBA JeTell 0ECCUMITOMHO, a IPH YPOJIOTHYECKOM obciie-
JIOBAaHUHM — IMOPOKH Pa3BUTHUS MOUYEBOIM CUCTEMBI WU TSKEIBIC COMYT-
cTByroImue GpyHKnuoHanbHble n3MeHenus (26,9% 6onbnbIxX) [8, 11, 29,
54, 55, 63].

W3 cBenenuii Mo aMOPHOIIOTUH MOYEBOM CHCTEMBI H3BECTHO, YTO MPO-
necc GopMUpOBaHUS TTOYCK MPOUCXOANUT HA YPOBHE TPYIHBIX U BEpXHE-
MOSICHUYHBIX CETMEHTOB, a 3aKJIaJIKa IEPBUYHON U BTOPHYHOU MOYEK —
B HETIOCPEJICTBEHHON OJIM30CTH OT pa3BUBAIOIIETOCS TO3BOHOYHUKA.

[To3BOHOUHBIN CTONO M OpraHbl MOYEBBIEIUTEILHOW CUCTEMBI (op-
MHUPYIOTCSI OTHOBPEMEHHO M3 3aKJIAJOK PSIIOM PACIIOJIOKEHHBIX y4acT-
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KOB OJIHOTHUITHOW AMOPHOHANBHON TKaHU (ME30/epMBbl), & pa3BUTHE TI0-
YeK M MOYEBBIX ITyTeH YeJOBeKa MPOUCXOIUT MOITAITHO, OTpaxast (uio-
TeHeTHYECKYI0 dBooImio [4, 6, 19, 30, 43, 50].

[MonmyueHHsble (PakThl B3aMMOCBS3H OTACIHHBIX BAPUAHTOB aHOMAIIUH
MOYEBOW CHCTEMBI C BPOXKICHHBIMH MOPOKAaMH MO3BOHOYHHKA Ha pas-
JUYHBIX YPOBHSIX TPYAHO OOBSACHHTBH, 3TO TOMICKHT PACIUPpPOBKE B
mporecce AambHEHINEero u3y4eHus ¢ MPUBICUCHIEM METOJI0B JKCIepH-
MEHTaJIbHOW AIMOPUOJIOTHU H TEPATOJIOTHH.

Takum 00pa3zoM, coueTaHue MOPOKOB PA3BUTHS MIO3BOHOYHHUKA C JIPY-
UMM 3a00JI€BaHUSMHU HE TOJBKO TEOPETUIECKH MHTEPECHO, HO U KpaiiHe
HEOOXOJMMO TIPU BBIPAa0OTKE TAKTHKH OOCICIOBaHUS, JICYCHUS WU TIPO-
THO3UPOBaHUS 3a00JICBAHUS B IIETIOM.

Mopdonornueckold OCHOBOM MHENOJMCIINIA3UHU SIBISIETCS BPOXKJICH-
HOE TTOBPEXKICHUE MUEIIMHA, TaK KaK TOCACTHUI YpE3BBIYAHO YYBCTBH-
TEJECH K BO3JICUCTBUIO JIFOOBIX TOKCHUYHBIX areHToB. Ha ceromusirHuii
JICHb, HECMOTPSI Ha MHOTOYHCJICHHBIC MCCACIOBAHNS, TOHKHH MEXaHU3M
JIECTPYKITNN MUEIIMHA HEJI0CTaTOYHO U3y4eH [6, 35,38].

MuenuHu3anus B IeHTpadbHOU W nepudepuueckoir HEPBHOU CH-
CTeMax HacTylaeT B XOJ€ OHTOreHe3a CPaBHUTEIHHO MO3HO H MPO-
TEKaeT JJIMTEILHO B MOCTHATAIBHOM Tiepuoje. K koHIy 4-ro mecsna
OepeMEeHHOCTH, KOTJ]a MOSBISIOTCS TIEPBbIC ABMIKCHUS TUIOAA, HAYH-
HaeTCs MUEIUHHU3AINS eprudepruIecKuX HEPBHBIX BOJIOKOH. Bo Bcex
addepeHTHBIX U 3 HEepeHTHBIX BOJIOKHAX MepUpepHIecKOil HEPBHOM
CHCTEMBl pa3BUBaeTCs MHUENUH. MueauHu3aIms MPOBOJAIUX CH-
CTEM TOJIOBHOTO M CIIMHHOTO MO3ra IMPOUCXOJUT HEOJHOBPEMEHHO,
YeM MOXXHO OOBSCHHUTH MOTUMOP(PHOCTh KIMHUYECKOW KapTUHBI MPU
MOPOKaxX pa3BUTHS KayAaJbHBIX OTJIEIOB MO3BOHOYHUKA M CIIMHHOTO
MO3Ta.

[Ipu pspe HacieACTBEeHHBIX 3a00JIeBaHMII HEPBHOW CHCTEMBI, 00y-
CJIOBJICHHBIX HapylICHHEM OOMEHa JIMIHUJOB W aMHHOKHUCIIOT, OTpejie-
JICHHOE 3HAYCHHE B JIECTPYKIIMM MHEIHHA MMEeT W3MEHEHHE COCTaBa
JUTNHUIOB ¥ KOMIIO3HUIIMU KHPHBIX KUCIOT. OOIMMU TpU3HAKAMU IS
OOJIBIIMHCTBA HACJICIICTBCHHBIX 3a00JICBAHUN HEPBHOW CHUCTEMBI SIBIISI-
IOTCS CHYWDKCHHE YPOBHS JIMTTUIOB M YBEJUYCHUE COJCPXKAHUS BOIBI B
COXPaHMBIIINXCS yUaCTKaX MHUEIUHA.

ITopoku pa3BUTHS MO3BOHOYHHKA W CIIMHHOTO MO3ra B JIETCKOM BO3-
pacte 4Yacto OOYCIIOBJICHBI XPOMOCOMHBIMHU a0eppanusiMu, TeHHBIMU
MyTalusIMH, a TAKKE COBMECTHBIM JIHCTBHEM MHOTHX T€HOB U (haKTO-
poB cpensl. [lomoOHBIe MyIETH()AKTOPHATBHBIEC 3a00JICBAHUS SBIISIOTCS
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pacipocTpaHeHHOH IPyNITON HACIEACTBEHHBIX 00Je3HEH U BPOXKICHHBIX
MOPOKOB Pa3BUTHSI.

[Ho manueiM I'M.JIa3roka (1991), HO3070THUECKUN TUArHO3 MHOXKeE-
CTBEHHBIX IIOPOKOB Pa3BUTHUsS yAAETCs YCTaHOBUTH Jullb y 60—65%
OONBHBIX, Y OCTaJbHBIX OMNPEACISIOT «MHOXKECTBEHHBIE BPOXKICHHBIC
MOPOKU Pa3BUTHSI HEKIACCH(DUIIMPOBAHHOTO KOMILIECKCAY.

B cBs3u ¢ 3TUM AN DpenylpekIeHUs MOSIBICHUS B CEMbE JETeH C
HACJIEJICTBEHHOM MAaTOJIOTHEH 0OJbIIoe 3HAaYeHUE WMEET MEIMKO-TeHe-
THUYECKOE KOHCYJIBTUPOBAHUE C IIMPOKOW MPEHATaJIbHONU JUArHOCTUKON
HacJIeCTBEHHbIX Ae()EeKTOB Pa3BUTHS IIOA.

I'eneTndeckuii ananms, TpoBeAcHHBIM Hamu (78 WCCIeOBaHUNA U3
oonee yem 600 HaOMIOMaEMbIX OOJBHBIX), MTO3BONWI y 1/3 cpenn Omu3-
KUX POJCTBEHHHMKOB IO JINHUAM OTLIAa U MaTepH («IIyOuHa» U3ydeHHUs 10
3—4-ro nokojeHus1) OOHAPYKUTh TICUXOCOMATUYECKUE 3a00JeBaHUS U
[IOPOKH Pa3BUTHS, [IEpearoIIrecs 0 HACAEeICTBY, OHAKO CHHIPOM Kay-
JaTbHON MUEIONUCIUIa3UU HE UMEJT CeMEHOro xapakrepa [24, 26].

CHHApPOMBI, COMPOBOXKAAIOMIUECS SBJICHUSAMU KaylajdbHOW TUCILIA-
3UU y JIeTen

| XpOMOCOMHBIE:

Trisomy 8 s., Trisomy 18 s., Trisomy 9 s.

ll.TeHHble:

Freeman-Sheldon S. (AD), Baller-Gerold S. (AP), Facio-Geni-
to-Popliteal S. (AD),

Noonan S. (AD)

lIl.MpuobpeteHHbie (3MEprodeTonaTtmm):

®eTtanbHbIl BanbnpoatHsiit cuHapom, Hypertermia-Induced S., Ini-
encephaly Sequence

VACTERL Association

Occult Spinal Dysraphysm (Tethered cord Malformation Sequence)

IIpoBeneHHBI aHANW3 PACHONOKEHHS COYETAHHBIX I[MOPOKOB M BEpTe-
OpaJIbHOI aHOMAJTUH TIOJITBEPINIL, UTO COITY TCTBYIOIINE OTKJIOHEHWS B Pa3BU-
THH 9acTO JIOKAINU3YIOTCS B 30HAX U OpPraHax, MHHEPBUPYEMBIX 3 CETMEHTOB,
KOTOpBIE OTBETCTBEHHBI M 32 HHHEPBAIMIO TIOPOYHBIX TIO3BOHKOB, YTO COOT-
BETCTBYET MPEATIONOKEHNIO O CETMEHTAPHON 3aBUCHMOCTH TPOUCXOXKICHUSI
COYETAHHBIX TIOPOKOB Pa3BUTHI IPU aHOMAJIHSIX TIO3BOHOUHUKA [ 15, 21].

OTCyTCTBUE HHIYKIITMOHHOTO BO3JICHCTBHSI XOP/Ibl U HEPBHOM TPYOKH
pu SMOPUONATUH TTOJOOHOTO PO/Ia MPAKTHYECKH BCET/Ia COMPOBOXK/IAET-
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Cs1 IOPOKaMU Pa3BUTHS OPTAHOB U TKAHEH COOTBETCTBYIOIUX COMUTOB, B
YaCTHOCTH, IPOM3BOIHBIX IEpPMaTOMa U MHOTOMA.

[Tpu BpoXIEeHHBIX MaNb()OPMALUAX 30HBI TIOMOOCAKPAIEHOTO OTHE-
JIa TO3BOHOYHUKA (CIIMHHOMO3TOBAasi IPbIKa, areHe3usl KpecTla 1 KOIIH-
Ka, pa3NIU4Hble BapHaHTHI JUCILIA3UHU JIIOMOOCAKpaIbHOTO COUJICHEHUS,
IacTeMaTOMHENNs W Jp.) Ha (OHE KIMHUYECKH MaHU(ECTHPYIOIMIEH
MHEITMHOMATHH, TPOSBIISIONIEHCs Pa3HOOOpa3HBIMH HEBPOJIOTHUECKUMHU
«BBITIAICHUSIMUY (HellepsKaHue MOYM U Kaja, CHIKEHHE TOHYCA MBIIIIL
Ta30BOTO JHA, HI)KHUE BSUIBIC TIAPAIMYN M Tape3bl, TPOPUUECKUE S3BBI
MPOMEXHOCTH M HIDKHUX KOHEYHOCTEH), 4acTO HaOIIOAaIM BapUaHTHI
PETHOHAPHOTO TKAHEBOTO AU3MOP(HU3Ma B BUAE TEMAHTHOM, JIUTIOM, JIH-
nodubpom u mumdanruom [6, 12, 20, 21, 32, 43, 49, 50, 56].

K manbdopmanusam kaynaiabHOTo OTAesa MO3BOHOYHHUKA OTHOCAT JIM-
oMy, TUnoGuoOpoMy, TUIOreMaHTHOMY, CyOypasIbHbIE U apaxHOUJaIIb-
HBIE KHCTBI, MEKKOPEIIKOBBIE CIIAWKH, OCTCO(QUTEHI.

WHoraa nnarHocTUpyIOT BpOXKICHHBIC 3a001eBaHHs, KOTOPBIE JI0 OIIpe-
JIeJICHHOTO BPEMEHH PacCMaTpPUBAIOT Kak 0e3001JHbIC aHATOMUYECKHE Ba-
puaHThl. OHAKO MPH KaKUX-TMO0 HEONAroNpHUATHBIX YCIOBHX (TpaBma,
WHQEKINH U Jp.) BO3MOXKHO Pa3BUTHE TSKEJIBIX HEBPOJIOTUYECKHX «BbIMa-
JICHUIY, PE3UCTEHTHBIX K JieueHnt0. OTHUM HX TakuX 3a00JeBaHUM SABIIS-
eTCsl CHPUHIOMUEIIHS, KOTOPYIO MbI 3a(pMKCUPOBAIN Y 12 GONBHBIX.

JedekT cnnHHOMO3rOBOTO KaHalla M JpyTryue BapuaHThl CHHIPOMA Ka-
YOQJIBHOM perpeccuu mpexae BCero 00yCIOBIMBAIOT IEHEPBALIMIO MOYe-
BOTO ITy3bIpsI U COUHKTEPHOTO arnmapara ¢ pa3InuHol BapHaOeIbHOCTHIO
MOpaKeHUs TOCIEAHNX. B Tex ciydasx, eciu MUETOAUCIIIIaCTUYECKUI
mpoIiecc He 3aTparuBaeT pe(IeKTOPHOI Tyru, BOSHUKAECT «aBTOMAaTHYe-
CKHH MOYEBOM Iy3BIPhY, KOTOPHIM OMOPOXKHSIETCS OoJiee Uil MeHee IMoJl-
HO P HAJIMYUHU COXPAHHOTO CEHCOPHOTO pediekca.

HelporeHHbii MOYEBOM Ny3bipb NPU MUENOAMCMIA3UN UMEET CBOM
0COBEHHOCTH, KOTOPBIE CBA3AHbI, KOK MUHUMYM, C ABYMSA OBCTOSITENb-
CTBAMM.

MepBoe — nokanusauus NOPOKA M €ro OTHOLIEHME K CIOXHOM
CUCTEME MHHEPBALMM MOYEBOTO My3bips. HenopassuTue CNMHHOIO
MO3ra Ha yposHe L—S | -cermeHTOB, rae pacnonoxeHsl ero OCHOBHbIe
UEHTPbI, ONPEAENIeT BO3MOXHbIE BAPUAHTbI MYy3blPHbIX AMCOYHKLMIA.

BTopoe — pebGeHoKk pOXAaeTcs C HAPYLIEHHOW MHHEPBALMEN
MOYEBOTO My3bips, 4 MOTOMY ECTECTBEHHbIA 3Tan GOPMUPOBAHMS
pednekca Ha MOYENCTYCKAHWE BbINAAAET.
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OCHOBHBIM OIPENENAIOMUM (HAKTOPOM HEJEep KaHUsI MOYU TPH MHe-
JIOAMCILIA3UH SIBISIETCS Takoe Hapyenue addepeHTHoit u addepeHTHON
WHHEPBALUH ¢ (POPMUPOBAHNEM TATOIOTUIECKON UPPUTAINH B CIIMHAIIb-
HOM (@, BO3MOXKHO M B HAJICETMEHTApHBIX) LIEHTPE MOYEHCITyCKaHUS,
KOTOPOE€ JETEPMUHUPOBAHO CEPHE3HBIMU MOP(OIOrHYECKUMU HU3MEHe-
HUSIMU B 30HE CIIMHHOMO3TOBOM I'PBIKH, OOBIYHO XapaKTEPU3yeMOW Kak
MHEJIOMEeHUHTopaauKynonene. O4ar nopaxkeHus MpencTaBisieT coboil
pacmiiacTaHHBIN Y4acTOK CIMHHOTO MO3ra M 3JEMEHTOB KOHCKOTO XBO-
CTa, CIIATHHBIX C PyOIlamu, MIakoAod ¥ BCEMH 00O0JI0UKaMH. DIEMEHTHI
KOHCKOT'O XBOCTA IepenasiHbl Mex 1y co6oil. [Ipu BeIxoae U3 «30HbI UHTE-
peca» kopewmku xopouo 1uh HepeHInpyIOTCS U BBICTYAIOT B TO3BOHOY-
Hbli kaHan. MHoraa, B 4% ciy4ae, B cOCTaB CHMHHOMO3IOBOM I'PbIKU
BXOJISIT JINTIOMA WIJIM TepaToOuaAHbIe 00pa30BaHUsl.

Mopdonoruueckne N3MEHEHUSI HE OTPAaHUYUBAIOTCS 00IACTHIO CIIMH-
HOMO3IOBOH TPBIXKH, a PacCHpPOCTPAHSIOTCS KpPaHUAJIbHO B BHJE JHUC-
TUTa3MPOBAHHOTO Y4YacTKa CIIMHHOTO MO3Ta, JJsl KOTOPOTO XapaKTEPHEI
YMCHBIICHHE KOJIUYEeCTBa HEHPOHOB, HAIMYUE MEIKHUX KUCT B CaMOM
cermente medulla oblongata, a Takxe B MayTHHHON 00OJIOYKE, CHIKE-
HUE MHETMHHM3AINKA MPOBOJSIINX MyTe. DTH W3MEHEHHs MPOrpeccu-
PYIOT BCIIEACTBHE BTOPUYHBIX BIIUSHHM, CBS3aHHBIX KaK C HATUYHEM
KHUCT, BBI3BIBAIOIINX aTPO(PHIO OKPYKAIOIIUX yYaCTKOB HEPBHOW TKaHH
U e€ JeMHUeTMHMU3AINIO, TaK U C STPOTEHHBIMU BO3AeHCTBUSIMH. YacTo
3TUX OONBHBIX ONEPUPYIOT B paHHEM BO3pAacTe, a MHOTJAA M B IEPUOJE
HOBOPOXXIEHHOCTH IO MOBOAY HEOTJIOXKHBIX COCTOSIHUM, CBSI3aHHBIX C
Pa3peIBOM IpBIKEBBIX 000J04eK. ClIeacTBIUEM Onepanuid, MPOBEACHHBIX
BHE CIIEUAJIN3UPOBAHHOTO YUPEXKICHUSI, SIBIACTCS, KaK PaBUJIO, YCYTy-
OJeHue IPOLIECCOB JIC3UHTErPAllMU U IEMUCINHU3AINH, 00y CIOBIEHHBIX
BTOPUYHBIM CHAMKOOOpa30BaHHEM MAyTHHHOM, MATKOH M TBEPIOH MO3-
TOBOH 000JI09€eK, eI OOIBIINM BOBJICYCHUEM B CPAIIECHHS TPOBOISIINX
IyTel U KOPEIIKOB CIIMHHOIO MO3ra, TSHKEIBIMU HapyIIEHUsIMU MECTHOM
remonuHamMuku. [lociieanue BeIpaskaroTcsl B 3aCTOWHON TUIIEPEMUH, Be-
HYJISIPHOM cTa3e Ha ()OHE CIIaCTHYECKOTO COCTOSHUS apTEepHOII, Pa3Iny-
HBIX TIEPUBACKYJISPHBIX TEMO- U MJIa3MOIKCTPaBa3aTax, MHO)KECTBEHHBIX
MEJIKUX HEKPO3ax.

VYka3zaHHbIE W3MEHEHUs SBISIIOTCS OCHOBOM HapymieHHs HauOonee
CYLIECTBEHHBIX MEXaHU3MOB aKTa MOYECHCITyCKaHHs: QYHKIUH AeTPy30-
pa, BE3UKO-YPETPAIbHOTO CerMeHTa («C(UHKTEpa MOYEBOIO ITy3bIPs»)
u Ta3zoBoi auadparmel. lllupora auanazoHa MaToNOrHYECKUX BIUSHUIHI
BPOXKIEHHON MHEJIOANCIUIA3MH Ha aKT MOYEHCITYCKaHHs CBsI3aHa C Hau-
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OoJiee YacToi JTOKaIU3aluel CIMHHOMO3TOBBIX TPBIXK, MPH KOTOPBIX I10-
Bpex1atoTcst 00b19HO L —S, -cermenThl. [Ipu 3TOM BO3MOXKHBI TOBPEIK-
nenns kak addepentHoit, Tak u 3hdepeHTHOM, a TaKkke COMATUIECKON
JBUTATEIbHOW WHHEpBalMu. B mpormecc Moryt ObITh BOBIICUEHBI [—
IT mombanbHBIE CErMEHTBI CIIMHHOTO MO3Ta, CUMITATHYECKHE sipa OOKO-
BbIX poroB [-I11 moOmManbpHBIX CErMEeHTOB, Iepenaue pora [—II cakpaiib-
HBIX CEIMEHTOB, YTO COOTBETCTBYET MHHEPBAIIMH BE3UKOYPETPaIHLHOTO
CerMEHTa, JHAa MOYEBOTO IMY3bIpsS M MBIIII Ta30BOM auadparmel, 4yB-
CTBUTENbHBIC PELENTOPHl CErMEHTOB CIIMHHOTO MO3Ta, CUMIAaTHYeCKHE
anpa OOKOBBIX porop L —L, -CErMEHTOB CIMHHOTO MO3ra, MepeaHue
pora S —S, -CErMEHTOB, THO MOYEBOTO Iy3bIPS M MBILIILI Ta30BOK JH-
adparmel. Kpome Toro, QyHKINS MOYEBOTO MY3bIpsl 3aBUCUT B HEMAJIOH
CTETIeHW OT OPTaHHOW TeMOJMHAMHKH, METa0OINYECKUX MPOIECCOB B
JETPYy30pe ¥ CUHTOIIMU Ta30BBIX OPTaHOB, 0COOCHHO B MOMEHT MUKIIHH.
Panee MBI y)ke yIOMHUHAIM O XapakTepe HapylleHus PYHKIIUU Ta30BOTO
JHA TIpH Muenoauciuiazui. Kpome Toro, neHepBalMOHHBIE BO3ICHCTBUS
Ha cOOCTBEHHO (PYHKIIUIO MOUEBOTO IY3bIPs IOTIOHSIOT OTPUTIATEIbHBIE
MOCJIE/ICTBUS TIape3a MBI Ta30Boi auadparMel. [Ipu aToM Bo Bpems
MUKIMM MOYEBOH My3bIph NPUHUMAET TOPU30HTAILHOE TMOJOKEHHE,
YMEHBINACTCS YTOJl MEXKIy YPETPOH W MOUYEBBIM ITy3bIpEéM. Benencrue
TaKOW UCIPOTIOPIIMY B YPETPOBE3UKATHHOM CETMEHTE OTTOK MOYH, Ja-
K€ TIPH TOCTAaTOYHOM 00BEME MOUEBOTO MY3bIpsl, OIOKHpYETCSI.

JIBurarenbHbie AUCHYHKIIME MOYEBOTO Iy3bIPSl YCYT'YOISIIOTCSI BTO-
PUYHBIMH TIPOTPECCHPYIOMIUMH PAaCCTPONCTBAMU KPOBOCHAOKEHUS Jie-
TPpy30pa, HAPYIICHUSIMU €r0 OMO3HEPTEeTHUKH, BHYTPUITY3BIPHOHN THUIIEP-
TEH3WeW W XPOHUYECKUM BocrnaneHneM. K MoMeHTy oOpamienus y ma-
[MEHTa B MOYEBOH CHCTEME CO3/IaeTcs Moyac Kpaitne HeOnaronpustHas
CUTYAaITUs, TIPOSIBIISFONIASICSI TOTALHOM JIEHKO- U OakTepuypueid, 60IbI0
B XKMBOTE, MHTOKCUKAIIMEH, Hellep)kaHueM MOYU U T.JI. B cBsi3u ¢ 3TuM
HEOOXOMMO IPUMEHEHHE OOJIBIIIOT0 U PA3HOILIAHOBOTO KOMITIEKCa KITH-
HUYECKHX, PEHTTCHOJIOTUYECKUX, YPOAUHAMUYECKUX U 3JIEKTPOPHU3NO-
JIOTHYECKUX METOIOB HCCIICTOBAHUS.

B HacTosee Bpems CyLLecTBYIOT pPA3fMUHbIE BAPUAHTBI AMATHO-
CTUPyeMbix GOPM HEMPOreHHOro MOYeBOro My3bips. Ha Haw B3rnag,
HOMOONEee ONTUMANBHOM B KIIMHMYECKOM OTHOLLEHMU SIBSIETCS KNAC-
cudmkauus, npegnoxeHHas EJI. Buwnesckum s 1982 r.:
® rneppednekTOPHLIM MOYEBOM My3biPb (ALANTUPOBAHHBIA M He-

QafANTUPOBAHHbIN);
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® MNopPednekTOPHLIM MOYEBOM My3bipb (AAAMTUPOBAHHLIN M He-

QIANTUPOBAHHbIA), Q TAKXE PA3NMYHBIE BAPMAHTBI STUX [BYX CO-

CTOSHWM.

MpUMEHUTENbHO K MOPOKAM PA3BUTMS CMIMHHOTO MO3ra (Muerno-
AMCMNA3KS) U yUeTy CTENEHU TAKECTU AEHEPBALMM MOYEBOTO My3bIps
AQHHAS Knaccudukaums ByaeT UMeTb CreaytoLLmi BUA:
® apedneKTOPHbIA TMNOTOHWUYHbIM MOYEBOWM My3biPb;
® apedneKTOPHbIN TMNEPTOHUYHBIA MOYEBOM My3bipb (HeapanTMpo-

BAHHbIN);
® apedneKTOPHbIA TMNEPTOHUYHBIM MOYEBOW My3biPb HEAAANTUMPO-

BAHHbIA C HaOMbBONEee Taxenon boPMOKM NOPAXEHUs, A KOTOPOM

XAPOKTEPHbl KPAMHE BbICOKOE BHYTPMUMY3bIPHOE ACBEHWME U He-

3HAUYUTENbHBIN SPDEKTUBHBIN OBBEM MOYEBOTO My3bIPS.

Knunandeckue mposiBieHust apedIeKTOpHOro THHOTOHHYHOTO MOYe-
BOTO ITy3BIPS 3aKJII0YAIOTCS B YPEKEHHOM MOUYEHCITYCKaHUH 10 2—3 pa3
B CYTKH C OOJBIIUM OOBEMOM OCTAaTOYHOW MOYH U, HEPEIKO, €€ IMoATe-
KaHUEM T10 KarisiM B IPOMEKYTKE MEXKIy MOUYCHUCITYCKaHUSIMU. Y TaKUX
JieTell mepcucTUpyeT MOCTOSHHAS MOoUYeBast HHQEKINs, HepeaKo oOHapy-
KHUBAIOT ITy3BIPHO-MOYETOYHUKOBBIE PEQIIIOKCHI, XapaKTepHa SHIOCKO-
MUYecKasl KapTUHA B BUAE TPaOEKYISIPHOCTH W TCEBAOAMBEPTUKYJIE3a
CJIMN3UCTOM 000JIOUKH C SBIEHUSIMHU XPOHUUECKOI0 OyJJIE3HOrO LIUCTUTA.

[lucromerporpamma, XapakrepHas A1 apeIeKTOPHOTO I'MIIOTOHNY-
HOTO MOYEBOTO My3BIps, IPEICTaBIeHa Ha pucC. 1.3.

91.67.89 18:58 ID:
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Puc. 1.3. Uucromerpuueckas kpmBas, xapakrepHas Ans ryno-
pegneKTopHOro MoYeBoro Mny3bipsi C HU3KMM BHYTPUITY 3bIPHBIM
AaBneHuem (cMm. Tekcr).
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[MonsiTue apedaeKTOPHBIN TUIEPTOHNYHBIN MOYEBOU MY3bIPh Y OO0JIb-
HBIX C MHEJIOAHCIUIa3ueil OObEeAMHAET HECKOIbKO BapUaHTOB IHCCH-
HEpruil, pa3IuyarouInxcsl psAIOM CYHIECTBEHHBIX JETalieil: COCTOSHUEM
aJanTaly JeTpy3opa B a3y HAOIHEHUS, 0COOEHHOCTSAMHU HapyIICHHS
YPOIMHAMHKH, COUHKTEPATbHONW aKTUBHOCTBIO, OTHOIIEHUEM K ITOJI0XKe-
HUIO Tesa U T.4. K HUM OTHOCAT TMIIEPTOHHIO MOTOPHYIO, CEHCOPHYIO,
MOCTYpalbHYIO W JIp., HE3aTOPMOXKEHHBII MOYEBOW My3bIpb. BO Bcex
Cly4asix pedb HIET O BapHaHTaX HEPBHO-pe(]ICKTOPHOI BO30YAMMOCTH
B MpHHLUIE apeIEKTOPHOIO «aBTOHOMHOI'0» MOYEBOI0 My3bIps C pas-
JMYHOM COXPAaHHOCTHIO COMAaTOBEreTAaTHBHOIO obecnedeHus Ha (oHe
MUEJIOIUCIUIA3HN.

XapakTepHbIMU KIMHUYECKHMHU MPOSBICHUSAMU MPH JaHHOW (opme
HelporeHHOW TUCHYHKIWU y JeTel SBISIOTCS Mojutakuypus (mo 60—
80 MouencITyCKaHU# B CYTKH) MPU HAIWYUHU MTOCTOSHHOTO HeAepKaHus,
OTCYTCTBUE OCTAaTOYHOM MOYM, BBICOKOE BHYTPHILY3bIPHOE JaBIICHHUE, B
OOJIBIIMHCTBE CIIy4aeB — COKpallleHus aeTpy3opa (puc. 1.4).

Cepbe3Hoii mpoOIeMOl B JICUCHUU MUEIOAMCIUIA3MH SBJISCTCS He-
aJlanTUPOBaHHbBIN (HECTaOWIbHBIN) MOUEBOMH My3bIph —(opMa HapyIiie-
HUS pEeryJsIUM aKTa MOYEHCITyCKaHUs, XapaKTepHasl AJis 3Toro 3aboiie-
BaHUs. MOUYEBOI My3bIPh CIIEAYET HA3bIBATH HECTAOUIILHBIM, €CIIA MEXKIY
JBYMSI aKTaMU MOYEHCITYCKaHHUs, T.€. B a3y HAKOIJICHHS, JETPY30p BbI-
3bIBA€T MOBBIIICHNE BHYTPUITY3BIPHOTO JABJICHUS Ha JIIOOBIE pa3paku-
tenu. ComtacHO OAHOM M3 TOYEK 3peHMs], CAaKpaJIbHBIM NapacuMIaruie-
CKUH LIEHTP MOYEBOT'0 Iy3bIPsi HAXOAUTCS B TUIIEPAKTUBHOM COCTOSIHUH,
a JIeXKalye BBIIIE OTAEIb CTMHHOTO MO3Ta OKa3bIBAIOT TOPMO3SIIIEE BIIU-
sHue. Hadano u 3aBeplieHne akTa MOYEHCITYCKaHUsI pacCMaTpUBaIOT Kak

91.84.28 12:89 ID: Puc. 1.4. Lucromerpmyeckas
KPMBQs, XAPAKTEPHAs Ans M-
NEePTOHUYHOrO HE3ATOPMOXEH-
HOro MOYeBOro My3bips.

. Pves
" 18caHZ20

- Pabd
1BceH20

: Pdet
1BcmH20

EMG
28BuV




Fnaea 1. MopdodyHkumoHanbHee 0coBeHHOCTH 35

HpeKpalieHne 1 BO30OHOBJIEHUE CYIPACHMHAIBHOTO TOpMOXKkeHH. [Ipu
3a/IepKKe Pa3BUTHUSA CyNpPaCHAIBHBIX EHTPOB WK MMOPOKaX Pa3BUTHUSA
CIMHAJIBHBIX TPOBOAHMKOB THMIEPAKTUBHOE COCTOSHHUE CIIHMHAIBHOTO
LIEHTPa BHI3bIBAET XAOTHYHbIE, HE3aTOPMO)KEHHBIE COKPALEHUS AETPY-
30pa B a3y HAMOJHEHUS, T.€. MPUBOAMT K PA3BUTHIO HEAANITUPOBAHHOTO
MOYEBOTO ITY3bIPSL.

Takasi aKTMBHOCTb MOYEBOIO IIy3bIps M HapyIICHUs YpOIUHAMMKH
M0 TUIY UHTEPMHUTTUPYIOUIEH THIIEPTEH3UN OOYCIIOBJIECHBI PE3KUM BO3-
Oy>X/IeHHEeM BCeX JIeMEeHTOB 3(h(epeHTHOTO 3BeHa NapaCHMIaTHIEHCKOM
HEPBHOW CHCTEMBI, BKIIFOUAIOIEH CaKpaJbHbIA LIEHTP, TA30BbIE HEPBHI,
M-XoarHOpEEenTOPkI, YTO MOATBEpKAAET 3H(HEKTUBHOCTH OJIOKAIBI NI
NepecedeHre CaKpalbHbIX KOpelKkoB. [IpaBunbHas nHTepIpeTanus 1aH-
HOro (pakTa MMeeT OrpOMHOE 3HaYeHHE B BHIOOpE afeKBATHON TaKTHKH
XUPYPrUYECKOTO JICUCHUSI.

ToBops 0 HeliporeHHOH AUCOYHKITMHA MOYEBOTO ITy3bIPsl B COYCTAHUN
C MOPOKaMH Pa3BUTHUS KaydaJbHBIX OTAENIOB CIIMHHOTO MO3ra y JETew,
cJeyeT HIOMHUTB O KOHIIENIIMY HEPABHOMEPHOCTH TEMIIA Pa3BUTHS U CO-
3peBanus MOP(PODYHKIIMOHAILHOW CUCTEMBI.

ITo Tak Ha3bIBaeMO TEOPUH MaTypaliii MOXKET BOZHUKHYTh ()eHOMEH
MPEXOAAIIEH TUCCOUAUN CTENEHU 3PEIOCTH PA3IMYHBIX CHCTEM C OT-
HOCHUTEJIbHBIM OTCTaBaHUEM OJIHUX WJIM MEHEE BBIPAKEHHAs! AUCIIPOIIOP-
1S CO3pPEBaHMS WK POCTA.

Kpome Toro, cieayer mOMHUTD O SIBICHUSAX AUCIIA3UH PA3INIHBIX CEr-
MEHTOB MOYEBOH CHCTEMBI (TIEPCUCTUPOBAHNE SMOPHOHANIBHBIX CTPYKTYP
B OpraHW3Me pa3BHUBAIOIIETOCS PEOCHKA), CIIOCOOHBIX TIPUBECTH B OYIy-
IeM K HeOOpaTUuMBbIM U3MEHEHUSIM MTOYEYHON TApEHXUMBI B YCIIOBUSX TO-
BBIIICHHON (PYHKIIMOHAJIBLHOW HAarpy3KH Ha HIDKHUE MOYEBBIC ITyTH.

[Ipu oTcTaBaHUM B pPa3BUTHUHU CYNpPacHUHAIBHBIX IIEHTPOB, €CJIH Ha-
JMIO BPOXKIIEHHAs MaTOJIOTHsI KayAaJbHBIX OTAEIOB CIMHHOTO MO3ra, TO
BO3MOKHO OTCYTCTBHE MOTUMHEHHS HAPYKHOTO yPETPAILHOTO CUHKTE-
pa BosieBoMy KOHTpomto. B HopMme pedrexTopHoe paccnabnenue neTpy-
30pa COMPOBOXKIAETCS pePISKTOPHBIM CIIa3MOM C(UHKTEPOB, a TIPH JANC-
CUHEPruu HEMNpPOU3BOJBHOE COKpAIEHHE NETPYy30pa — COKpPALIEHUEM
chunkrepoB. [lomoOHas ypeTrpanbHas OOCTPYKUHMS BBI3BIBAET OCTPOE
yBEJIMUEHNUE BHYTPHUITY3BIPHOIO JaBJIEHUs, KOTOPOE MPEBBIIIAET MUKLIU-
OHHOE.

Knuanyeckn naHHOE COCTOSIHUE MPOSIBISIETCS TMOJIAKUYPHEH, HM-
MEPAaTUBHBIMU HE TOJILKO MO3bIBAMU (TIPH COXPAHHOCTU pedeKTopHOi
IYTH), HO ¥ HEyAepKaHHEM MOYH, a TaKKe HEJOKATM30BaHHOW OOJbIO
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u T.1. [lpu peHTreHoNorn4eckoM 00CTIeIOBaHUN Y TTOIOOHBIX OONBLHBIX
94acTO OOHAPYKUBAOT ITy3bIPHO-MOYETOYHUKOBBIC PE(ITFOKCHI BILIOTH JI0
V crenenu.

Takum o6Gpa3zom, marodu3nogoruyecKkas CymHOCTb PaCCTPOUCTB MO-
YEHUCIYCKaHUs, UMEIOINX MECTO NMPH MHEIOMUCIUIa3HH Yy NeTed, o0y-
CIIOBJIMBAE€T MHOTOTPAHHOCTH HE TOJBKO KIMHUYECKHUX MPOSIBICHUN, HO
W TIOKa3aTenel (pyHKIMOHaNbHOTO uccienoBanus. bomree Toro, GpyHkuu-
OHAJIBHOE pa3pyIlIeHrne HEPBHBIX MPOBOIHUKOB, BEIPAKEHHOE B TOM HIIH
MHOI CTeNeH! y IaHHOI KaTeropuu OOJNbHBIX, PE3KO 3aTPyAHSET 3a1auy
Bepu(UKaIMK YPOBHS OPAKEHUS, €T0 XapaKTep U COOTBETCTBEHHO BbI-
0op HauboJee ONTUMAIEHOTO METO/1a JICUCHUSI.

AKTyanbHOCTH MPOOJIEMBI peaOMIIUTAIIMKA OOJIEHBIX C TAHHBIM BUIOM
TIaTOJIOTHHU CBsI3aHA C HEOOXOIMMMOCTBIO PEIICHHS B MPOIECCE JICUCHHS
IIeJIOT0 psAlia 3a/1a4: yCTpaHeHHe KOCMETHYEeCKOro HelocTaTka, BOcCTa-
HOBJICHUE aHAaTOMHUYECKON LEJIOCTHOCTH TKaHEH MO3BOHOYHOIO KaHaua,
HOpPMaJIM3aLuUs KU3HEHHO BaKHBIX (YHKIHMHA opranm3Ma (akT aedeka-
IIUH, MOYCHCITYCKaHUsI, CTAOMIIN3AIIMY TIO3BOHOYHOTO CTOJIOA, ITape30B
nedopmanuii HIPKHIX KOHEYHOCTe!). Onpenessist CieKTp Je4eOHbIX Me-
POIPUATHIHA, IPUXOJUTCS YUUTHIBaTh OyKBAJIbHO BCE 3BE€HbSI TOMEOCTa3a
opraHm3Ma peOeHKa ¢ MUEIIOAMCIUIAa3Nei, OO TOJIBKO TaKOW MOAXO0/ MO-
KeT 00eCreunTh OnpeielieHHbINH YPOBEHb KIMHUYECKOTO 3 dekra.
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