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Muenoauciuia3usi Kak CHHIAPOMHOE 3a00JIeBaHHE
IOApa3yMeBaeT IIOPOK Pa3BUTHS CIIMHHOI'O MO3Ta, I10-
3BOHOYHHKA U aKCOHAJIBHOTO aIrmapara CO CKPbITbIMU
HUJIN SIBHBIMU KIIMHUYCCKUMHU HpOSIBJ'IeHI/ISIMI/I C COHYT-
CTBYIOLIMMH HapyIIEHUSIMH (PyHKIHHA OIIOPHO-/IBUTA-
TCJIBHOI'O alllapara, OpraHoB MaJjioro Tasa U ApPYrux
CUCTEM. HOHI/IMOp(bHOCTI) KINMHUYCCKUX I[I/I33M6pI/IO-
JIOTUYECKHX MPOSIBICHHUH 00YCIOBINBAET CIOKHOCTD
BBIPA0OTKH €IWHOW CTPAaTeTHH HAarHOCTHYECKHUX
1 JIe4eOHBIX MEPOTIPUATHH, UTO U OTIPEAeIsIeT epMa-
HCHTHYIO aKTyaJIbHOCTb HpO6J’IeMLI.

Knrouesvle cnosa: nHedepoicanue Mouu, CUHOPOM
MUETOOUCNIA3UU, TNEePAMO2eHe3, IMOPUONO2UsL, OeMU-
ENUHUZAYUS, CNUHHOMO3208a51 2PbliiCd, HEeUpO2eHHas
OUCHYHKYUS MOUEBO20 NY3bIPSL

3HaYUTENbHOE PACTIPOCTPAHCHUE CHUHApPOMA pac-
CTPOMCTB MOYEMUCITYCKAaHMS Y JETEW B BUJIC UMIIEpPA-
TUBHOTO HEAEP>KAHUS MOYH, 3aIEPKKU MOYH U IPYTHUX
MPOSIBIICHUH AMCHYHKIIMH MOYEBOIO My3bIPS CBSI3aHO
C pAIOM OOCTOSITENTBCTB.

AKTYy MO4YeHCITyCKaHUS U (PYHKIIMOHAIHHOU Je-
SITEIBHOCTA MOYEBOI0 NYy3bIPpA Y HOBOPOKIECHHBIX
JIeTeHd MPUCYIIM HEKOTOPhIE OCOOCHHOCTH, CKJIAJIbI-
BAIOIIMECS HAa OCHOBE OC3YCIIOBHBIX BPOXKICHHBIX
crnuHaabHBIX peduiekcoB. [lo Mepe pocra pebenka
MPOUCXOANUT TIOCTENEHHOE TOAYMHEeHNE (yHKIUN
MOYEBOIO ITy3bIPsi KOPKOBBIM U MOAKOPKOBBIM CTPYK-
TypaMm, a MNPOLECC MOYEHCIYCKaHUs NpPEBpaIlaeTcs
B CJIOKHBIA MHTETPATUBHBIA aKT, 3aBUCIIIUNA OT CO-
JIPYKECTBEHHOW pPabOThl CHMHAIBHBIX W CYIPACIIH-
HaJIbHBIX LIEHTPOB.

82

Abstract

myelodysplastic syndrome is an abnormal de-
velopment of the spinal cord, spine and axonal pat-
tern with hidden and obvious clinical signs, concur-
rent disturbances of the functions of the locomotor
system, pelvic organs, etc. Polymorphy of clinical
dysembriologic signs hampers development of the
single strategy for diagnostic and therapeutic ac-
tivities which makes the issue constantly pressing.

Key words: urinary incontinence, myelodys-
plastic syndrome, teratogenesis, embryology, de-
myelination, myelocele, neurogenic dysfunction of
the urinary bladder

Takum o6pasom, B mpomecce (GopMUpOBaHUSL
yHpasisieMoro Mouencmyckanus, no maeauto C./I. T'o-
muropckoro (1973), 3amoxkeHa BO3MOXKHOCTH CEPhE3-
HBIX (PYHKIIMOHATBHBIX PACCTPOMCTB, 3aBUCAIINX
KaK OT HEYCTOHUMBOCTH pedliekca, TaK U OT Mopaske-
HUsSI Bceil peduiekTopHON Ayrn OT mepudepruuecKux
TaHIJIMEB J0 LEHTPOB KOPBI TOJIOBHOTO MO3Ta.

Kpome 3T0T0, YUHTHIBasI, YTO OCHOBHBIC IIEHTPHI
CIIMHAJFHOW WHHEPBAIlMH MOYEBOTO ITy3BIPS Pacro-
JIATaroTCs B MOSICHUYHO-KPECTIIOBOM OT/IEIIe CITUHHO-
rO MO3Ta, BPOXKJICHHBIC MOPAKEHUE HAa 3TOM ypOBHE
(Muenoaucmuasus) MOTYT NPHUBOAUTH K CTOWKHM
U PE3UCTCHTHBIM K JICYCHHIO (OpMaM HeJepKaHHs
MOYH.

Ha pasHmxX sTamax pa3BUTHA IUIOA pearupyer
Ha pa3IMYHbIE TEPATOTEHHBIE BO3/ICHCTBUS abTepaln-
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el OpraHoB W TKaHEH, MO3TOMY B MAaTOJOTHU TUIOJIOB 1. IlepBudHbIC CTEHO3BI (CYXKEHHUS) MO3BOHOYHO-
0OJIBIIION YAENBHBIN BEC MPUOOPETAIOT TOPOKH Pa3BH- ro KaHana/
THs. Muenoauciia3us Kak OCHOBHAS IPUYHMHA HENep- 2. JlnacteMaToMHEemNHs:
YKaHWS MOYH y AETEH SBIAETCS CIEACTBUEM IAaTOIOTUHI a) KOCTHas;
BHYTPHYTPOOHOTO Pa3BUTHS U POAOBOTO aKTa, C KOTO- 0) xpsieBas;
PBIMH COCTABIISIOT €IUHOE LIETI0E. B) ¢pubpo3Has.
Bpoxk/ieHHbIE CTHHHOMO3TOBBIC I'PhDKH OTHOCSIT- 3. JlepMasbHBIH CHHYC B 00bEMHBIC 00pa30BaHMUs
Csi K YHCIY pPaclpOCTPAaHEHHBIX IOPOKOB Pa3BHUTHS SMOPHOHATILHOTO MPOUCXOKICHHS.
B JIETCKOM BO3pacTe M 3aHUMAIOT OTHO U3 IIEPBBIX MECT 4. CnMHHOMO3TOBBIE TPBIKH.
CpeAr OpYTUX BPOXKICHHBIX Mallb(OPMaIUi 110 TsHKe- KnuHnveckne TpOSBICHUS JHACTEMAaTOMUEINU

CTH aHATOMHUYCCKUX U q)yHKHI/IOHaJH)HI)IX HapymeHHﬁ, YKIaAbIBAIOTCA B KapTUHY MHUEIOAUCILIa3WU C BbIpa-
KOMILJICKC KOTOPEBIX YCIIOBHO O6’beZ[I/IHﬂeTC$I TEPMUHOM KCHHBIMHU HCﬁpOFCHHBIMH paCCTpOﬁCTBaMH MOYCH-

«muenonucimiasms» [3, 6, 18, 40, 44, 61]. CIIyCKaHUS U, peXe, SBJICHUAMH TUCTAIHFHOTO BSJIOTO
Muenoaucmiazust  (mielos — CchnMHHOM MO3L,  mapamapesa.

displasis — HenpaBWJILHOE Pa3BUTHE OPraHOB M TKa- Spina bifida xapakTepusyercsi He3apalleHHEM

Heil) — coOuparenbHOE TOHSATHE, OOBEOUHSIONIEE  KOCTHBIX JIEMEHTOB MO3BOHOYHUKA (IY)KKH, OCTHUCTO-

0O0JIBIIYIO TPYIITY HOPOKOB PAa3BUTHS CIIMHHOTO MO3- IO OTPOCTKAa), OOPa3yIOIIMX 3aIHIOI0 CTEHKY I103BO-

ra ¢ TUIIMYHOH JoKanu3amuei (dame B npenenax L —  HouHOro xaHana. JInarHocTuka 3TOro BHJA MaToJ0rUu

S, CerMEeHTOB) M MIMPOKUM JHaNa3oHOM HPOSBIEHUH,  TpocTa U He TpebyeT NPUMEHEHHs CIOKHBIX METOIOB,
OT pPaxHIIU3UCa 10 CKPBITHIX, CyTy0O TKAHEBBIX U3ME-  TaKHMX, KaK KOMITBIOTEpHAS W MAarHUTHO-PE30HAHCHAS
HeHwmii [19, 24, 49, 53, 56]. tomorpadust. Spina bifida aperta onpenenser naroo-
ITo TepMUHOM «MHETOMUCILIA3HSD MOJApa3yMeBa-  THIO, CBA3AHHYIO C 3aaHEH TpPOTPY3HEl COMEPKMMOTO
€TCsI TOPOK Pa3sBUTHS CIIMHHOTO MO3Ta CO CKPBITHIMM  ITO3BOHOYHOTO KaHajla uepe3 KOCTHBIM medekr. Eciam
WU SIBHBIMH KJIMHUYSCKUMHU TPOSIBJICHUSIMH, C COITYT- B TPBDKEBOE BBIISIYMBAHUC BXOIAT TOJIBKO MO3TOBBIE
CTBYIOIIUMY HapyIIeHUSIMH (QYHKIUA OMOPHO-JBHra-  OOOJIOYKH — 3TO MPOCTOe MeHuHroIene. [Ipu Muenorie-
TEJNLHOTO armapara, OpraHOB MaJoro Ta3a W JAPYruxX  Jje B Ae(eKT MPOHUKAIOT 00Pa30BaAHMUS CIIMHHOTO MO3Ta.
cUCcTeM. DTa HO30JIOTHS OOBEIAMHSAET OTHOCHTENBHO  TEPMHHOM «MHEIOMEHHWHTOIEIEY» OIMCHIBAIOT BBIMIS-
OoNBIIyI0 TpPynmy OOMBHBIX C TOPOKAMH pa3BUTHS  YHWBaHME uyepe3 JAe(eKT BCeX KOMIIOHEHTOB TO3BOHOY-
CIIMHHOTO Mo3ra (CIMHHOMO3TOBBIE TPBDKH, Spina  HOro KaHama [2,5,7,9,12,17,27,32, 38, 41, 46, 54].

bifida, nucrnasus Wiv areHe3us KayJaJibHbIX OTICIIOB Tepmunom «spina bifida occulta» onpenensrorcs
MMO3BOHOYHUKA U T. /I.), JUCILIACTHYECKUMHU U3MEHEHUSI  Masb(opMaIuu, Ipyu KOTOPBIX HE MOBPEKIAIOTCS KOXK-
B CTPYKTypax MO3Ta, BApHAHTAMH HAPYIICHWA MO3TO-  HbIC TMOKPOBBL. K HUM OTHOCST TOJKOXXHBIC JIMITOMBI

BOTO KpOBOO6paH_IeHH$I, KOTOPBIC B JIMTCPATYPEC TAKIKE " MPOCTBIC MECHUHTOLCJIC, TNAaCTEMATOMUECIINIO U YTOJI-
HOCAT HAa3BAHUC CHUHAPOM CIIMHAJIBLHOIO 111/13pa(1)1/13Ma IIEHUEC KOPCIIKOB KOHCKOT'O0 XBOCTa, CIIMHAJIBHBIC JIU-

[4, 11,13, 16, 21, 22, 24, 26, 35, 42, 47]. MOMbI ¥ MUEJIOIIUCTOIIENE, CHHIPOM HATSXKEHUS CITHH-
Muenoaucniasusi, B CBOIO O4Ye€pedb, MoApasde-  Horo Mosra [25, 28, 33, 55, 59].
nseTcs Ha aBe (GOpPMBI: opraHHas (CITHHHOMO3TOBBIC WNutpagypanbHble TUTOMBI B OCHOBHOM BCTpeua-

TPBDKH) ¥ TKaHEBas (K KOCTHBIM MapKepaM IOCIeHEeH  FOTCA B KaylajbHBIX OTJEIaX MMO3BOHOYHOIO KaHaya
OTHOCSITCS He3apallleHHUs Ty’KEK TIO3BOHKOB, arcHe3usi W MOTYT UMETh CBS3b C SIUAYPAJIbHBIM MPOCTPaH-
KOMuuWKa WM KpecTia). KocBeHHBIMH NpH3HAKaMU  CTBOM. Hanwdme oOmmpHO#N KaymajdbHO PACIIONOKEH-
TKaHEBOM (OPMbI MUEJIOJHUCIUIA3UN SIBIAIOTCS y4acT-  HOW JIMIIOMBI, B KOTOPYIO MOTYT BXOJAWUTH SJIEMEHTHI
KM KOKHOW NMUTMEHTAIlMH WX JACTIUTMEHTAllMd B MO-  IMO3BOHOYHOTO KaHajia (CIIMHHOW MO3T, OOOJIOYKH),
SICHIYHO-KPECTIIOBOW 007acTH, O9ard MHTEHCHUBHOTO  OMNKCHIBACTCS TEPMUHOM «ITHUIIOMHEIIOMECHUHTOIICIIC)
OBOJIOCEHUS, NEpPMallbHbI cUHYC B BepxHed uactu  [1, 20, 30, 33, 38, 62, 63].
MEXbATOINYHON CKIIAJIKU. OnHUM M3 OCHOBHBIX BHJIOB CHHIPOMAa MHEJIOIM-
[Mo knaccudpukauuu, npeanoxkeHHod O.B. Yip-  cma3um sBisieTcss MEHHHTOPAIUKYJoNene (OTKphITas
puxom B 1994 1. [36], k Hapymenusm popmupoBanust  dopma spina bifida) (puc. 1). [Ipu MeHUHTOpAAUKYJIO-
MMO3BOHOYHOTO KaHaJla, OTHOCATCS chenytomue GopMbl  1iesie AeeKT pachpOCTpaHsAeTCs Ha MEHWHTHATIbHBIC
MTOPOKOB Pa3BUTHSA: 000JI0YKH, TIIaBHBIM 00pa3oM Ha TBEPAYIO MO3TOBYIO
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Puc. 1. PeGeHok ¢ MeHuHropaauKkynoLiene nosCcHNYHO-kpecTLOBOro
0T/ena Mo3BOHOHMKA.

o0osouky. B pesynbrare oOpasyercs cojeprkarias
CITUHHOMO3TOBYIO JKHJIKOCTb KHCTa, CTEHKH KOTOPOH
COCTOSIT U3 TBEPJOW MO3TOBON OOOJIOYKH U PE3KO HC-
TOHYEHHOH MJIN PyOLIOBO-U3MEHEHHON KOXKH.

VY psina HOBOPOXXKICHHBIX JAETel CIIMHHOMO3IOBas
IphlXKa COMPOBOXAAETCS JIUIOMOM WM TepaTou0Io-
JIOOHBIMU pa3pacTaHUSIMU B 30HE KOXKHOTO MTOKpoBa. Ku-
CTO3HOE CONEPIKUMOE MOYKET COOOINAThCS ¢ CyOapaxHo-
WAaTbHBIM TPOCTPAHCTBOM B 30HE MIEHKH TPHDKEBOTO
MenIka. B GonbIIMHCTBE Clly4acB MEHUHIOPaAUKYIIOLe-
Jie COAEPKHUT AIIEMEHTHI KOHCKOTO XBOCTa B BHIE OOJb-
HIOTO KOJIMYECTBA 3aMasHHBIX KOPEIIKOB C HApYIICHHOH
TOIMYECKOW aHATOMHEH W BBHIPAKCHHBIMU PYOIIOBBIMU
CpaleHusIMH C TBEPIOW MO3roBoi obomoukoi. ITocme
BBIXO/Ia M3 MEIIIKa KOPEIIKH BHOBD MIOCTYIAIOT B ITIO3BO-
HOYHBII KaHaJl Ha YPOBHE HI)KHEH YacTu.

Teuenune 3aboneBaHUs W TMPOTHO3 NMPH CHHHHO-
MO3T'OBBIX I'PbI)KAax 3aBUCHUT OT BapHaHTa IIOpPOKa U €To
COYETaHNA C APYTHUMH aHOMAJUSIMHU MO3Ta, T03BOHOY-
HUKa W BHYTPEHHHUX opraHoB. HeBpomorudeckue pac-
CTpOicTBa OOBIYHO MPOTPECCUPYIOT MPU TeX Gopmax
TPBDKHM, KOTZA €€ COACPKUMBIM SBISETCS CIIMHHOMN
MO3T, Ipu (pUKcaMK K 000JI0UYKaM TPBIKU AJIEMEHTOB
HEPBHOU TKaHU WU CAABJICHUH ITOCIIEIHEN COITyTCTBY-
FOIUMH OOBEMHBIMH 00pPa30BaHMSIMH TIO3BOHOYHOTO
KaHaia. YcyryOneHne HeBpOJIOTHIECKON CHMITTOMATH-
KH MOXET HaONFOIaThCs Y 9acTH OOJIBHBIX ¢ 000I09ed-
HO-KOPEILIKOBBIMH U OCJIOKHEHHBIMH (TYMOPO3HBIMH )
TPBDKaMH.

CHuHHOM MO3T TIpH JIaHHOM 3a00JIEeBAHUU UMeE-
eT ¢opMy IUIaCTHUHBI, OONBIIEH YacThIO OH CpalleH
C TBEPJIOW MO3TOBOH 000JIOUKOH, @ MEXKIAY HUMH PacIo-
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JIOKEHBI KOPELIKK KOHCKOI'O XBOCTa, OoJiee MM MEHee
n3MeHeHHble. [Ipn MeHMHTOpaguKyoLee nopaxeHne
CIIMHHOTO MO3Ta PaclpoCTpaHsIeTcsl JaleKo 3a mpefe-
JBI 3TOTO 00pa30BaHUs M XapaKTEPU3yeTCsl YMEHBbIIIe-
HHEM 4HClla HEMPOHOB B CEPOM BEILIECTBE CIIUHHOIO
MO3ra B KpaHHQJIBHOM HAaIlpaBJICHUH, SBICHUSAMH KH-
CTO3HOI'O apaxHOUAWUTA U cupuHromuenuu. Kucrsr 06-
YCIIOBIMBAIOT arpoHi0 HEPBHBIX DJIEMEHTOB B CBS3HU
C TIOBBIIICHHBIM JIaBIICHHEM B HHX, YTO, KaK MPaBUIIo,
IIPUBOJAUT K pa3HH‘-IHOI71 CTCIICHU BBIPAXKCHHOCTHU IOTEC-
pHu QYyHKIIUU CIMHHOTO Mo3ra [6, 27, 46, 58, 62].

Hapymenne skonorudeckoro paBHOBECHS Ha ce-
TONHSIIHUM J€Hb MPUBENO K 3HAYUTEIBHOMY POCTY
pa3HooOpa3HbIX SMOpHO- U (eTonaruii, B 4aCTHOCTH
K TIOpPOKaM pa3BUTHS KaylalbHBIX OTAEJIOB MO3BOHOY-
HUKa W CIIMHHOTO Mo3ra. BoszzaelicTBue Ouonormye-
CKHX M (PH3UKO-XMMHUIECKUX (DAKTOPOB HA OPTaHHU3M
IUI0Ja B TEPAaTOTCHHBIA TEPMUHALMOHHBIA NEPUON U3-
Y4€HO HEAOCTATOYHO, OTHAKO MOYKHO KOHCTaTUPOBATh,
YTO TOKCHKO3bl U BUPYCHblE MH()EKIHUOHHBIE 3a0o0iie-
BaHMA y KCHIIWH B MEPBOH MOJIOBHHE OEPEMEHHOCTH
B 25% cny4yaeB HHUITUUPYIOT Pa3BUTHE CHHIPOMA Kay-
JaJIbHON MUEJIOIUCIIIA3HH.

[Tonasmnsromiee GOIBIIMHCTBO aBTOPOB paccMarpu-
BAeT B YHMCJIE BO3MOXKHBIX ATHOJOTMYECKUX (PAKTOPOB
JaHHOTO 3a00JeBaHUs HapyLICHUE MPOIIECCOB IMOPH-
OreHe3a Ha CTaJuM 3aKjIaJKd HEPBHOM M KOCTHOM CHU-
CTEM, T. €. T€ HapYIIEHUsI, KOTOPbIE BO3HUKAIOT B CPOKU
or 16-To mHS 10 KoHNA 8-i1 HeJ Mocje OILIOIOTBOpE-
HUSI, KOTJa MPOMCXOOUT (POPMHUPOBAHHUE HE TOIBKO I10-
3BOHOYHHUKA, HO M1 OCHOBHBIX BHYTPEHHUX OPraHoB.

OTHONOTUS CHUHHOMO3TOBBIX I'PBIXK J0 HACTOSIIIE-
IO BpCMCHHU HC BBIACHCHA. HpI/IHSITO CYUTaTh, 4YTO pac-
IICIUIEHUE TT03BOHOYHMKA — 3TO aHOMAJIUS Pa3BUTHS,
o0ycJIoBJIeHHAsI TeHETHIECKUM JederToM [42, 59].

[Topoku pa3BUTHSI CIMHHOTO MO3Ta CTOST Ha Of-
HOM M3 TIEPBBIX MECT CPEIH COMYTCTBYIOLINX TOPOKOB
y JIeTell C aHOMaJIMsIMH Pa3BUTHSI TIO3BOHOUHMKA. Te-
OpPETUYECKH y BCEX OOJIBHBIX C IIOPOKAMH Pa3BUTHA
[I0O3BOHOYHUKA CJIEAYET OXKUAATh INPOSBICHUH Mue-
JIOAUCIIA3UH, €CJIM UMETh B BUAY 3aKJIAAKy HEPBHOM
TpyOKH M TO3BOHOYHMKA KaK MapajulelbHbIE M B3a-
MMOCBSI3aHHBIE TPOLECCHl SMOpPHOTEHe3a C IOUYTH
OJUWHAKOBBIM TCEPATOICHHLIM TEPMHWHAIITUOHHBLIM IIC-
pruomoMm. COOTBETCTBEHHO TMPEACTaBUTH ceOe HM30JIH-
poBaHHOE (POPMHUPOBAHHUE ITOPOKOB PA3BUTHUSI OCEBOIO
CKeJIeTa ¥ CIIMHHOTO MO3Tra NPaKTHYECKH HEBO3MOXKHO.
Kak npaBuiio, aHoManbHO pa3BUTHIE OPraHbl M ydacT-
KA TKaHEH NOoiydYaid HWHHEPBAalMI0 W3 CETMEHTOB
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MocneacTBMA MHYKLUMOHHOIO 6510Ka CNMHaNbLHOMN XopAabl
(1-n TpMmecTp GepeMeHHOCTH)

KocTHble mapkepbl

[ AHOpeKTaanbIe

NOpPOKM

CUCTEeMbI

BbinageHus

Mopoku pa3BuTusA
MoYenonoBou

HeBponorun4yeckune
M opToneau4veckue

Spina bifida, areH3usa kpecTua
M KOM4YUKa, paxulumn3unc,
AnactemaTomMuenus u T.A.

ATpe3VI$I aHycCa, MerakosrfioH u 1.4.

HenporeHHbIn MO4YeBOM Ny3bIpPb,
NMMP, meraypetep, KPUNTOPXU3M,
rmnonnasusa anyek (AMYHMUKOB),
NOPOKMU pa3sBUTUA MaTKMU U
Bnaranvuwa v T.A.

HuwXxHn1 BANbIN napanapes,
KOCOJN1anoCTb, BPOXAEHHbIN
BbIBUX 6egep v T.4.

Puc. 2. Knunudeckue BapUaHTLI NOPOKOB Pa3BUTUA KayaaNbHbIX OTAENOB NO3BOHO4HUKA (paHHVII;I 3M6p|/|0reHes)

CITUHHOTO MO3Ta, KOTOpbIe B OHTOT€HE3€ Pa3BHUBAIINCH
Ha OHOM YpOBHE C MOPOYHBIMHU MO3BOHKaMHU. CBsI3b
3THX OPTaHOB C OIPE/EICHHBIMH Y9aCTKaMHU CITMHHOTO
MO3ra KOCBEHHO YKa3bIBaJia Ha BPOXKJICHHYIO HEIIOJTHO-
[IEHHOCTh TOCJIETHETO (puc. 2).

W3 pabot, MOCBAIMIEHHBIX W3YYCHUIO Pa3IINU-
HBIX MOPOKOB, YIAJIIOCh YCTaHOBUTH, YTO COYETAHHE
WX C aHOMAJIUSIMU CTUHHOTO MO3Ta IOCTATOYHO BEITHKO
[2, 15, 26, 40, 55].

VYrnyOnenHoe oOciefoBaHue OOJNBHBIX MPU TOA-
TOTOBKE K Oom€panusiM BbIABHUIIO 0O0JIBIIOE KOJIUIECTBO
MTOPOKOB cepamna. B psjge myOnukanmii BEICKa3bIBACTCS
MBICTTb O €TUHOM MEXaHH3ME OJHOBPEMEHHOTO (hop-
MHUPOBaHUS BPOXKJICHHON NAaTOJOTHUH ITO3BOHOYHHKA,
JIPYTHUX OTJIEJIOB CKeJIeTa U BHYTPEHHUX OpraHoB [1, 4,
10, 21, 25, 57, 64].

Co CTOpOHBI TTOYEK ¥ MOYCBBIBOSIINX ITyTEH BEI-
SBIIEHO HaWOOJbIIee KOJIWYECTBO COIMYTCTBYIOIINX

aHOMAaJIHIA, TIPOTEKABIINX y OONBIIMHCTBA JeTel Oec-
CHUMIITOMHO. YPOJOTrn4eckoe 00ciIeOBaHUE BBISIBHIIO
MOPOKHU pa3BUTHA MOYEBOH CHCTEMBI WM TSKEIBIE CO-
MYTCTBYIOIIUE (PYHKIHOHAIBHBIE U3MEHEHHS Y 26,9%
6ompHBIX [8, 11, 29, 54, 55, 63].

W3 cBepenHwmii Mo SMOPHUOIOTHH MOYCBOM CHCTEMBI
W3BECTHO, YTO TIporiecc (HOpMUPOBAHUS TMOYEK IPO-
UCXOIUT Ha YPOBHE TPYAHBIX M BEPXHEMOSCHHUYHBIX
cermeHToB. Kpome Toro, 3akiajka nepBU4HOI U BTO-
PUYHOI MOYEK MPOUCXOJUT B HEMOCPEACTBEHHON OIu-
30CTH OT Pa3BUBAIOIIETOCS TTO3BOHOYHHKA.

IT03BOHOYHEII CTOJIO ¥ OPTraHbl MOYEBBIIETHTEITh-
HOW CUCTEMBI (JOPMUPYIOTCS OAHOBPEMEHHO U3 3aKJIa-
JOK PSIOM pacloNIOKEHHBIX YYaCTKOB OJHOTHITHOM
SMOpHOHANBHOI TKaHH (Me30aepMbl). Pa3BuTue moyek
M MOYEBBIX ITyT€W YeJIOBEKa paclajaeTcs Ha 3Tallbl,
oTpaxkaronie (QUIOTCHETHUECKYIO SBONIONUIO [4, 6,
19, 30, 43, 50].

85



AETCKOM XUpypruy, aHecTeanonoruu U peaHumaTonoruu

[ony4yeHnusle (GakThl B3aUMOCBS3U OTACIBHHBIX
BAPUAHTOB aHOMAaJIMH# MOYEBOW CUCTEMBI C BPOXKJICH-
HBIMH TIOPOKaMH{ TIO3BOHOYHHKA HA PA3IMYHBIX YPOB-
HSIX TPYZHO OOBSCHHUTH, 3TO MOJICKHUT PacIIUPpPOBKE
B Tpolecce NaNbHEHIero u3yueHns BoInpoca ¢ MpH-
BJICYCHUEM METO/IOB DKCIIEPUMEHTAIBHON 3MOPHOIIO-
THH U TePaTOJIOTHH.

Takum 00pa3oMm, coueTaHHe MOPOKOB Pa3BHUTHS
MO3BOHOYHUKA C JPYTUMH 3a00JCBaHUSIMU HMEET
HE TOJBKO TEOPETHUECKUH MHTEpEeC, HO U KpaiHe He-
00X0IMMO TIpH BBIPAOOTKE TAKTHKH 00CIICJOBAHMS, Jie-
YEeHUS ¥ IPOTHO3UPOBAHHMS 3a00JICBaHHUS B IIETIOM.

Mopdonoruaeckold OCHOBOM MHEIOTUCIIIA3HH
SBIISIETCS BPOXKIIEHHOE TOBPEXKICHUE MHUEJIMHA, TaK
KaK MOCJIECIHUN Ype3BbIYAiHO YYBCTBHUTEJIEH K BO3-
JEHCTBUIO JTIOOBIX TOKCHMYECKMX areHToB. HecMoTps
Ha MHOTOYHCJICHHBIC HCCIICAOBAHUS, TOHKUH Mexa-
HU3M JECTPYKIIMU MHUEJIMHA Ha CETONHSIIHUN JeHb
OCTaeTCs MaJou3ydeHHBIM [6, 35, 38].

MuenuHu3anus B MEHTPAILHOW W Tepudepude-
CKOM HEpBHOW CHCTEME HACTYNaeT B XO/E€ OHTOTCHE3a
CPaBHUTEJIBHO MO3JHO U MPOTEKAET JUTUTENLHO B TIOCT-
HatanbHOM Tiepuoje. K koHiy 4-ro Mecsna OepeMeH-
HOCTH (KOTJIa TOSIBIISIIOTCS TIEPBbIe JBIDKEHHS TUIOJA)
HauYMHAETCS MHEITHMHHU3AMs TepuepudecKux Heps-
HBIX BOJIOKOH. Bo Bcex adepeHTHBIX U 3h(hepeHTHBIX
BOJIOKHAX nepruepruiueckoil HEPBHOW CUCTEMBI pa3BU-
BaeTcs MHUENMH. MHUEIMHU3AHS TPOBOISIINX CHCTEM
TOJIOBHOTO W CITHHHOTO MO3ra MPOUCXOTUT HE OIHO-
BPEMEHHO, YTO OOBSICHSCT IMOJMMMOPGHOCTh KIWHU-
YeCKOW KapTHUHBI MIPH MOPOKAX Pa3BUTHS KaylalbHBIX
OTZEJI0B II03BOHOYHHMKA U CIIMHHOTO MO3Ta.

[Ipu psime HacieACTBEHHBIX 3a00JIEBaHUN HEpPB-
HOW CHCTEMBI, OOYCIIOBJICHHBIX HapylIeHHEM oOMeHa
JUMAZOB M aMUHOKHCIIOT, ONpEAEICHHOE 3HAa4YeHUe
B IECTPYKIIMY MHUEJIIHA IMEET H3MEHEHNE COCTaBA JIH-
MUI0B U KOMIIO3UIIHY KUPHBIX KUCIOT. OOIIUMHU TIPH-
3HaKaMH Ui OOJIBIIMHCTBA HAacJEeACTBEHHBIX 3a0oiie-
BaHHI HEPBHOUH CUCTEMBI SBISIOTCSI CHIYKCHUE YPOBHS
JUMUAOB W yBEJIMYEHUE COMACPKaHUS BOIBI B COXpa-
HUBIIUXCS YYaCTKaX MUEIHHA.

[Topokn pa3BuUTHS TTO3BOHOYHWKA W CITMHHOTO
MO3Tra B JIETCKOM BO3PACTe 4aCTO 00YCIOBIEHBI XPOMO-
COMHBIMH a0eppanusMu, TCHHBIMU MYTAIUSIMH, a TaK-
K€ COBMECTHBIMH ICHCTBHEM MHOTUX I'€HOB M (ak-
TopoB cpeabl. [logoOHBIE MyJBTH(QAKTOPHATBHEIE
3a00JIeBaHMsI SABJISIOTCS PACIPOCTPAHEHHOW TPYIITOH
HACJIEZICTBEHHBIX OOJIe3HEH W BPOXKACHHBIX MOPOKOB
pa3BUTHSL.
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ITo maraem I'. W. Jlastoka (1991), Ho3omorHue ckuit
JIMarHO3 MHO)KECTBEHHBIX ITOPOKOB PAa3BUTHSI yAaeTcs
YCTaHOBUTH JIUIIb Y 60—65% OONBHBIX, Y OCTAIBHBIX
OTIPENIETISIIOT MHOXXECTBEHHBIE BPOXKICHHBIE ITOPOKHU
pa3BUTHS HEKJIACCU(PUITPOBAHHOTO KOMITIEKCA.

B ar0ii cBs3m ISl MpemynpekIeHUsT TOSBICHUS
B CEMbE JIeTel C HACJIEJCTBEHHOW MaTOJOTHEH OO0Ib-
10€ 3HaYeHHE UMEET MEIUKO-TEeHETHUECKOE KOHCYIIb-
TUPOBAHUE C IIMPOKOHN NpPEHATAIBHON JHAarHOCTUKON
HACIIEICTBEHHBIX JIe()EKTOB Pa3BUTHUS TLIOAA.

I'enetnueckuil aHanu3, TMPOBEJCHHBIA HaMK
(78 uccrnenopanmii n3 6onee yeM 600 HaOIOTACMBIX
O0JIBHBIX), TO3BONMKA y 1/3 cpenu OMM3KUX pOACTBEH-
HUKOB IO JIMHUSM OTLA U MaTepH (ITyOMHA W3ydeHHS
10 3—4-ro MoKoJeHUs1) 0OHAPYKUTh TICHXOCOMaTHYe-
ckre 3a00eBaHMs M IOPOKH Pa3BUTHSA, MTEpeaaromne-
Csl TI0 HACJEICTBY, OJHAKO CHHAPOM KaymadbHOW MHe-
JIOJUCIUIA3UU HE HOCUIT CEMEMHOro XapakTepa [24, 26].

CHUHAPOMBI, CONMPOBOXKAAIOIIMNECS SIBJIEHUSA
KayJlaJbHON AMCIJIa3uM Y AeTeill

I. Xpomocomubie:

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

II. 'ennble:

Freeman — Sheldon S. (AD), Baller — Gerold S. (AP),
Facio — Genito — Popliteal S. (AD), Noonan S. (AD).

II1. IIpuobpeTreHHbie (AMOpPUOPeTONATHM):

@eTanbHBIM BaJbIpOaTHBIN cuHIpoM, Hyperter-
mia-Induced S., Iniencephaly Sequence VACTERL
Association.

Occult Spinal Dysraphysm (Tethered cord
Malformation Sequence)

IIpoBenieHHBIA aHAK3 PACIIONIOKEHUS COYETaH-
HBIX TIOPOKOB M BepTeOpaNbHON aHOMaJIMW TMOKa3al,
YTO COITyTCTBYIOIIME OTKJIOHEHUS B Pa3BHTHUU YacTO
JIOKAJIU3YIOTCS B 30HAX M OpraHax, MHHEPBUPYEMBIX
U3 CErMEHTOB, KOTOPhIC OTBETCTBEHHBI U 3a MHHEpPBA-
IIUI0 TIOPOYHBIX TO3BOHKOB, YTO COOTBETCTBYET IPEJ-
TIOJIOXKEHHUIO O CETMEHTAPHOU 3aBUCHMOCTH TPOHCXOXK-
JICHVsI COYETAHHBIX TIOPOKOB Pa3BUTHS IPU aHOMAITHSIX
Mmo3BoHOYHUKa [15, 21].

OTCyTCTBUE UHIYKITMOHHOTO BO3JICHCTBUS XOPIbI
1 HEPBHOU TPyOKH IPH MOJA0OHOTO Poja IMOpHOIaTHH
MIPaKTHYECKH BCETIa COMPOBOXKIAETCS TOPOKAMHU pa3-
BUTHS OPTAaHOB U TKaHEW COOTBETCTBYIOIIMX COMHUTOB,
B YaCTHOCTH ITPOU3BOJIHBIX JIEPMAaTOMa M MUOTOMA.

[Ipu BpoXKAEHHBIX MATBGOPMAIUSIX 30HBI JTFIOMOO-
CaKpaJIbHOTO OTJeJIa MO3BOHOYHHKA (CIIMHHOMO3TOBAs
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TpBDKa, areHe3rsl KPecTla W KOIMYMKa, pa3lnyHble Ba- (2, BOBMOXKHO, M HAJICETMEHTApHBIX) IIEHTPE MOYEH-
PHAHTBI IUCIUIA3UH JIOMOOCAaKPaTbHOTO COWICHEHHs,  CITycKaHWa. HapylneHne WHHEpBaNWW JETEPMUHHPO-
JUACTEMATOMHUENHS U Jp.) Ha (DOHE KIIMHUYECKH MaHU-  BaHO CEPbEe3HBIMU MOP(OIOTUYSCKUMH H3MEHEHHUSI-
(ecTupyrolieil MUETHHONATHN MPOSIBISIIONICHCS pa3HO- MM B 30HE CIIMHHOMO3TOBOH T'PBIKH, KOTOpasi 0OBIYHO
00pa3HBIMH HEBPOJIOTHYECKUMHU BBINIAJICHUSIMH (HElep-  XapaKTepu3yeTcsl KaKk MHEIIOMEHHHTOPAJAUKYJIOIee.
’KaHMe MOYH U Kajia, CHW)KEHHE TOHyCa MBIIII] Ta3oBoro  Oyar mopakeHHs IMpeCcTaBiIseT coOOi pacruiacTaH-
JTHA, HIDKHHE BSUTbIE TIAPATUYY U TIape3bl, TPOPUIECKHe  HBIM y4acTOK CIIMHHOTO MO3Ta M 3JIEMEHTOB KOHCKO-
SI3BBI TIPOMEXHOCTH W HIDKHMX KOHEYHOCTEH) 4YacTo IO XBOCTA, CIIASHHBIX ¢ pyOllamMu, IJIaKoI0i W BCeMH

BCTPEYAJIMCh BAPUAHTBHI PETMOHAPHOIO TKAHEBOTO IU3-  000J0YKaMH. DJIEMEHTHI KOHCKOTO XBOCTA MepEasHbl

MopduzMa B BUAE T€MaHTHOM, JIUMOM, JunodpuOpoM  mexay coboil. [Ipu BeIxoae U3 30HBI HHTEpECa KOpeml-

u mumMganruoM [6, 12, 20, 21, 32, 43, 49, 50, 56]. K1 Xopoo AupGepeHIUPYIOTCS U BBICTYIIAIOT B I10-
K manbdopmanusm kayaaabHOTO OTJeNia 1MO3BO-  3BOHOYHBIN kaHain. MHorma, B 4% ciydaeB, B cOCTaB

HOYHHMKA OTHOCSITCS JIUTIOMA, JUIoGuOpoMa, JIUIore-  CIIMHHOMO3TOBOW I'PBDKH BXOZISAT JIMIIOMA MJIM TEPaTo-

MaHTHOMa, CyOaypasbHbIe U apaxHONWAAIbHBIC KUCTBI,  WHBIE 00pa30BaHMSI.

MEKKOPELIKOBBIE CTIAHKH, OCTEO(HUTHI. Mopdonoruueckue H3MEHEHUS! HE OrpaHUYMBA-

B psine cmydaeB BcTpedaroTcsi BPOXKICHHBIE 3a-  IOTCS 00JAacThiO CTMHHOMO3TOBOHM TPBIKH, a Pacmpo-
OosieBaHMs, KOTOpHIE 0 OIPEACICHHOTO BPEMEHH  CTPAHSIOTCSA KPaHUAIBHO B BHJE JUCIUIA3HPOBAHHOTO
paccMaTpuBalOTCsA Kak 0e300MIHBIC aHATOMHYECKHE  ydJacTKa CIIMHHOTO Mo3ra. OH XapakTepHu3yeTcs yMeHb-
BapuaHTbl. OJHAKO NPHU HEOJIArONPUATHBIX YCIOBUSAX  IIEHHEM KOJMYECTBA HEHPOHOB, HAJIMYHMEM MEIKUX
(TpaBma, WHQEKIMH ¥ Ap.) BO3MOXKHO Pa3BUTHE TsA-  KUCT B caMOM cerMmeHTte medulla oblongata, a Taxxke
JKEJIBIX HEBPOJOTMYECKHUX BBIMAZCHUN PE3HUCTEHTHBIX B MAyTHMHHOW OOOJOUYKE, CHM)KEHHEM MHUEITMHHU3ALUH
K JedeHuto. OJHUM UX Takux 3a00JieBaHUH SBISETCS  NPOBOMAMIMX MYyTeH. OTH W3MEHEHHS NPOTPEcCcH-
CUPUHTOMHENHSI, KOTOpasi BCTPETWIIACh B HAllUX Ha-  PYIOT BCJIEACTBUE BTOPHYHBIX BIHMSHUH, CBS3aHHBIX
OmroneHusx y 12 OONbHBIX. KaK C HAJIM4YMEM KHCT, BBI3BIBAIOLIMX aTpodHI0 OKpY-

Jedexr cnMHHOMO3roBOro KaHana M APYrHe Ba-  JKAIOIIMX YYacTKOB HEPBHOW TKaHM U €€ AEMHUEITUHH-
PHAHTBl CHHApPOMA KaylalbHOW pPErpeccHy NpeXAe  3aluio, TaK W C ATPOreHHBIMH BO3ACHCTBHsIMHU. Ya-
BCEro OOYCIIOBIIMBAIOT JEHEPBALMIO MOYEBOIO My3bl-  CTO 3TH OOJBHBIE ONMEPHUPYIOTCS B PaHHEM BO3pacTe,
psg U CQUHKTEpHOTO ammapara ¢ pa3InMyHOH Bapua-  a WHOTZAA M B IIEPUOJC HOBOPOXKICHHOCTH IO IOBO-
OCTBHOCTBIO MOpaKEHHS MOCIENHUX. B TeX ciaydasx, Ay HEOTIOXKHBIX COCTOSHUH, CBS3aHHBIX C Pa3pbIBOM
€CJIM MUEJIOOUCIUIACTHUECKUI IIpoLece He 3aTparuBa-  IPbDKEBBIX 00o0youek. CleACTBHSIMU Onepaunui, mpo-
eT pedIeKTOpHOW Ayrd, BO3HUKAET ABTOMATHMYECKHMH  BEIEHHBIX BHE CHECLUAIN3UPOBAHHOTO YUPEKICHHUS,
MOYEBOM Iy3bIpb, KOTOPBIH OHOpOXKHSIETCA OoJiee  SBIAIOTCS, Kak MpPaBWIIO, YCyryOJeHHE IpPOLIECCOB
WM MEHEe MOJTHO NPH HaJWYMH COXPAHHOTO CEHCOp-  AE3MHTETpallud U JAEMHUETUHHU3AaLUH, 00yCIOBICHHBIX
HOTO peduiekca. BTOPUYHBIM CIIaKOOOpa30BaHUEM Ay THHHON, MATKOH

Heiiporennsiii Mo4eBOH MMy3bIph NPH MHENOAN- W TBEPAOW MO3TOBOI 000JI0UKaXx, erie OoibIiee BOBIe-
CIUIa3UM HMMeEEeT CBOM OcCOOeHHOCTH. OHHM CBsSI3aHBl ~ YEHHE B CpAIlEHHs IPOBOISIIMX MYTEH M KOPEIIKOB
KaKk MHHHMYM C JIByMsl oOcTosiTenbcTBaMu. llepBoe —  CIMHHOTO MO3ra, TsDKeJble HapyIIeHUsI MECTHON reMo-
JIOKAIM3alysl TOPOKa U €ro OTHOILCHHE K CJIOKHON cu-  JuHaMUKH. [lociienHue BeIpaxaroTcsi B 3aCTOHHOM TH-
CTeMe MHHEpBAaIlMd MOUYEBOTO Mmy3bps. HenopasBute  mepemMuu, BEHYISIPHOM CTa3e Ha (JOHE CIIacCTHYECKOTO
CIIMHHOTO MO3ra Ha ypoBHe L, — S CerMeHTOB, Ille  COCTOSHMS apTEpHOJ, Pa3IMYHBIX MEPHBACKYISAPHBIX
PACIONIOKEHbI €0 OCHOBHBIE LIEHTPBI, OLPEJIENSeT BO3-  I'eMO- M IIa3MOJKCTpaBa3arax, MHOKECTBEHHBIX MEJ-

MOYKHBIE BApHAHTHI ITy3bIPHBIX qucyHKIuil. Bropoe —  kux Hekposax [20, 23, 24, 32].

pebeHOK pokaaeTcs ¢ HapylIeHHOW WHHepBaIfen VYKa3aHHblE M3MEHEHHUs JIS)KaT B OCHOBE Hapy-
MOYEBOTO IIy3bIpsi, @ IOTOMY €CTECTBEHHBIH 3Tan (op-  IIeHUs HauOoliee CYIIECTBEHHBIX MEXaHH3MOB AaKTa
MHUpOBaHUs pedriekca Ha MOYCHCITYCKaHHUE BBIIAIACT. MOYCUCITYCKaHUs: (QYHKIUHA JeTpy30pa, BE3HKOype-

OCHOBHBIM onpenensioumM (pakTopoM Helepka-  TpallbHOTO cerMeHTa (CHUHKTepa MOYEBOTO Iy3bIps)
HUS MOYHM IIPU MUEJOMCIUIa3UHM SABJSIETCS HapylleHne W Ta30Boi muadparmel. lllnpora nuama3oHa maroso-
addepeHTHON U d3PPepeHTHON UHHEPBALUN C POPMHU-  TMYCCKMX BIUSHHA BPOXKICHHON MHUEIOTUCIIIA3UH
POBaHHEM TAaTOJIOTHYECKOW HPPUTAIINH B CTUHAIGHOM ~ Ha aKT MOYEHCITYyCKaHHs CBs3aHa ¢ Haubolee 4acTon
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JIOKaNmu3alueil CIMHHOMO3TOBBIX T'PBDK, TIPU KOTOPBIX
00buHO moBpexaaircs L, — S, cermentsr. IIpu sToM
BO3MOXHBI TTOBPEXACHUS Kak addepeHTHO, Tak 1 3¢h-
(epeHTHOW U COMaTHYECKOW JBUTATEILHOW WHHEPBa-
LUU: YYBCTBUTENIbHBIE PELENTOPHl BE3UKOYPETpallb-
HOro cermenTa — L, — L, cerMeHTsl ClIMHHOTO MO3ra,
CHMIIaTHYECKUE s/ipa OOKoBBIX poros L, — L, cermen-
TOB CIHMHHOIO MO3ra — HHTPaMypaJlbHble T'aHIJIUU
JE€Tpy30pa, NepeqHre pora S, — S, CErMEHTOB — Be-
3UKOYpPETPAIBHBIA CETMEHT U JTHO MOYEBOTO ITY3bIpA,
L, - S5 — MBIIIBI Ta30BOH nuadparmel. Kpome toro,
(GYHKIMST MOYEBOTO IMy3bIps B HEMaJOH CTENEeHHW 3a-
BHCHUT OT OPTaHHOW TeMOJUHAMHKH, METa0OIMIECKIX
MPOLIECCOB B JIETPY30p€ U CHUHTOIIMU TA30BBIX Opra-
HOB, OCOOGHHO B MOMEHT MUKIWHU. PaHee Hamu yxe
YIOMHMHAJIOCH O XapakTepe HapylleHHs QyHKIHUH Ta-
30BOTO JIHA NPU MUENOAWCIUIa3UH. 3aMETHM, 4TO Jie-
HEpBAIlMOHHbIC BIMSHUS Ha COOCTBEHHO (YHKIIHIO
MOYEBOI'O ITy3bIpsl JOIOJHSAIOTCS OTPULATEIILHBIMU
MOCIIEACTBUSAMHA TIape3a MBI Ta30BOH anadparMsl.
[Ipu 3TOM BO BpeMsi MUKIIMU MOYEBOU My3bIPb NPUHU-
MaeT FOPU30HTAIBHOE MOJIOKEHNE, YMEHBILIAETCS Yol
MEXy YPETPOH U MOUEBBIM ITy3bIpeM. Benencrsue ta-
KOW IMICTIPOTIOPIIMU B YPETPOBE3UKAIBHOM CETMEHTE
OTTOK MOYH JIaXKe MPH JOCTaTOYHOM 00heMe MOUYEBOTO
Ty3BIps OIIOKUPYETCH.

JBurarensHeie AUCOYHKINH MOYEBOTO IY3bIps
yCyTyOIISIIOTCSI  BTOPUYHBIMH ~ TIPOTPECCHPYIOMINMHU
paccTpoiicTBaMH KpOBOCHAOXKEHHUs JETPy30pa, Hapy-
HICHUAMH €r0 OMO’HEepPreTUKH, BHYTPHITY3bIPHOW TH-
MepTeH3ueN U XpOHUUYECKUM BocnaienueM. K MoMeH-
Ty oOpaieHusi O0IBHOTO K Bpady B MOYEBOH CHCTEMeE
noAyac cosfgaercs KpaiiHe HeOnaromnpusiTHas CHUTya-
U1, TIPOSIBIIAIONIASICS TOTAIBHOM JICHKO- 1 OaKTepypH-
el, OOJIIMHU B J)KMBOTE, MHTOKCUKAIUCH, HEeJepKaHUEM
MOYH U T. 1. B 3T0# CBs3U TpebyeTcst IpUMEHEHHE 00ITh-
LIOTO M Pa3HOIUIAHOBOI'O KOMIUIEKCA KIMHUYECKHX,
PEHTICHONIOTMYECKUX, YPOAUHAMUYECKUX U DJIEKTPO-
(PU3UOITOTUUECKUX METOIOB HUCCIICIOBAHUSI.

B Hacrosiiee Bpemst CyIIeCTBYIOT pa3HOOOpa3HbIe
BapUaHThl JTUArHOCTHPYeMbIX (opM HeHpOreHHOTOo
MOYEBOTO Iy3bIps. ONTUMAIBHON B KIIMHUYECKOM OT-
HOIIIEHWY, HA HAIl B3IJIS, SBISAETCS Kiaccupukamms,
npennoxxenHas E.JI. BumneBckum B 1982 1.

1. TuneppednexTopHbIii MOYEBOH My3bIPh (aJaNTH-
POBaHHBIN U HEalaTHPOBAHHBIM, HE3aTOPMOKEHHBIH).

2. TumopednekTopHbIi MOYEBOM MYy3bIPh (a/IANTH-
POBAaHHBIN W HEaIaNTHPOBAHHBIN, HE3aTOPMOXKECHHBIH),
a TaKKe PA3IMYHBIC BAPUAHTHI 3TUX ABYX COCTOSIHUM.
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[IpumenuTenbHO K OONBHBIM C TIOPOKaMH Pa3BH-
TS CHUHHOTO MO3Ta (MHUEJIOANCIUIA3HUS ) U yYETOM CTe-
MIEeHH TSHKECTH JIEHEPBAIllMU MOYEBOTO ITy3bIps JaHHAs
KJaccuukanus OyeT UMeTh CIeIYFOIIA BUJI:

1. ApednexTopHBIN THIIOTOHNYHBIA MOYEBOH ITy-
3BIpb.

2. ApedneKTopHbIii THNEPTOHUYHBI MOYEBOU
My3bIpb (aAaNTUPOBAHHBIM M HeaJallTUPOBAHHBIN, He-
3aTOPMOKEHHBIH ).

3. ApediieKTOpHBI TUTIEPTOHUYHBIA (cracThye-
CKast KOHTPaKTypa MOYEBOTO ITy3bIps1) — HanboJiee TshKe-
nasg (opMa MOpaKEHMs, XapaKTepU3YIOIIasics KpaiHe
BBICOKUM BHYTPHITY3BIDHBIM IaBICHHEM W HE3HAuH-
TENBHBIM 3()(HPEKTUBHBIM 0OBEMOM MOUYEBOTO ITy3BIPSI.

Knuandeckue mposiBieHUs apeiueKTOpHOrO TH-
MOTOHWYHOTO MOYEBOTO ITy3BIPS 3aKJIIOYAIOTCS B ype-
JKEHHOM 110 2—3 pa3 B CyTKA MOUYEHUCITYCKaHUH TIPH T10-
CTOSIHHOM HEJIEpKaHWHW MOYM B BHJE HOATEKAHMSA
0 KaIlJIsIM 1 3HAYUTENBHOT0 00beMa 0CTaTOUHON MOUH,
3BaKyHpyeMOM, Kak NMpaBWIIO, MyTeM MEepMaHEHTHOU
Karerepuszaluu. Y Takux JETel MepCUCTUPYET MOCTO-
STHHas1 Mo4eBasi HH(EKIHs, HepeIKo 0OHapYKUBAIOTCS
Iy3bIPHO-MOYETOUYHUKOBBIE PEQIIOKCHI, XapaKTepHa
9HJIOCKONNYECKass KapTHHA B BUAE TPaOEKyJIIpHOCTH
U TICEBIOMBEPTHKYIIE3a CIU3UCTOH C ABIEHUSAMHU XPO-
HUYECKOTO OyJJIE3HOTO UCTHTA.

XapakrepHast 17151 apePISKTOPHOTO THITIOTOHUYHO-
IO MOUYEBOIO ITy3bIPs HUCTOMETPOrpaMma IpeacTaniie-
Ha Ha puc. 3.

[onsiTre runeppedIeKTOpHBI MOYEBOH ITy3BIPh
(y OONBHBIX C MHEJOAUCIIa3uel — apedIeKTOPHbIHN
TUIEPTOHUYHBIA) OOBEANHSIET HECKOJIbKO BapHUAHTOB
JIEeTPY30pHO-CUHKTEPHBIX JIUCCCHEPTHA, OTIUYAIO-
IIMXCSL PSIIOM CYLIECTBEHHBIX JETajel: COCTOSHUEM
ajanTanuy IeTpy3opa B (hasy HAINOJIHEHHS, 0COOeH-
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Puc. 3. Liuctometpuyeckas kpusas, xapakTepHas Ans runopednex-
TOPHOTO MOYEBOTO My3bIPs C HU3KMM BHYTPUMY3bIPHbIM [aBNEHUEM
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Puc. 4. LivctomeTpuueckas kpusas, xapaktepHas Ans rinepToHmy-
HOro HE3TOPMOKEHHOTO MOYEBOTO My3bIPs

HOCTSIMH HapylIeHUS YPOJMHAMHUKH, COUHKTEPATbHOM
aKTUBHOCTHIO, OTHOIIIEHHWEM K TIOJIOKEHHUIO TeNa U T. 1I.
K HAM OTHOCST THIIEPTOHHIO MOTOPHYIO, HE3aTOPMO-
JKEHHBI! MOYEBOH ITy3BIPh, CEHCOPHYIO, TOCTYPATHHYIO
u ap. Bo Bcex cnyyasix pedb UIeT 0 BapHaHTaxX HEPBHO-
peduiekTopHON BO30YIMMOCTH B MpUHIMIE apediek-
TOPHOTO aBTOHOMHOTO MOYEBOTO MY3BIPs C Pa3IHYHON
COXPaHHOCTBIO COMAaTOBETETATUBHOTO O0OeCIIedeHus
Ha (hOHE MUCIIONNCIIIA3HH.

XapakTepHbIMH KIMHUYECKUMH TPOSBICHUSIMH
y neTeli ¢ JaHHoM (HhopMOoil HeHpOreHHOM AUCHYHKINT
SIBJISIOTCS. OJuTakuypust (o 60—80 modencmyckaHuii
B CYTKH) MIPH HAIWYHU TIOCTOSHHOTO HEJIEPIKAHMUS, OT-
CYTCTBHE OCTaTOYHOW MOYH, BBHICOKOE BHYTPHITY3BIpP-
HOE JIaBJIeHHe, B OONBIIIMHCTBE CIyYaeB — HE3aTOPMO-
JKEHHBIE COKpaIlleHus 1eTpy3opa (puc. 4).

CepbesHoil npoOieMoil npu JieueHUH OOJIBHBIX
C MHEJOAMCIIa3ueil SBISETCS HEe3aTOPMOKEHHBIN
(HeamanTHpPOBAaHHBINA, HECTAOWIBHBIA) MOYEBOH IIy-
3BIph — XapaKTepHas IS 3TOTo 3aboneBaHUS dopMa
HapYyIIEHUsS PETYJSIIUK aKTa MOYEHCITycKaHus. Mode-
BOH My3BIPh CIIEAYET HA3bIBaTh HECTAOWIIBHBIM, €CIIH
MEXIY IBYMSI aKTaMH MOYEHCIyCKaHHs, T.€. B (hazy
HaKOTUICHHSI, JETPY30D BBI3bIBACT IOBBIIICHUE BHY-
TPHUITY3BIPHOTO AABIICHUS Ha JIIOOBIE pa3ApakKUTENH.
ITo omHOM U3 TOUEK 3pEHMS CaKpaIbHBIM MapacuMIia-
TUYECKUH IEHTP MOUYEBOTO ITy3bIPsI HAXOUTCS B TUIIE-
PaKTHBHOM COCTOSIHUM M TIOJIy4aeT TOPMO3SIIHE BIIU-
SIHUSI CO CTOPOHBI BBIIIENEKALINX OTAEIOB CIIMHHOTO
Mo3ra. Hauasno u 3aBeplieHne akTa MOYEHCITYyCKaHUS
paccMaTpuBalOTCS KaK MpeKpalieHue M BO300HOBIIe-
HUE CYIpacHAIBHOTO TOpMOoXkeHUs. [Ipu 3amepikke
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pa3BUTHUS CYNpPaCIUHAIBHBIX IIEHTPOB WM ITOPOKaX
pa3BUTHUSl CIHHAIBHBIX IPOBOJHUKOB THIICPAKTHB-
HOE COCTOSIHHE CITUHAJILHOTO IICHTPa BBI3BIBAET Xa0-
TUYHBIC, HE3aTOPMOKEHHBIE COKpAIEHHs IEeTpy30pa
B (pasy HamoJHeHUs, T.€. MPUBOJUT K Pa3BUTHIO He3a-
TOPMOXEHHOTO MOYEBOTO TTY3BIpSL.

HezaropmokeHHast aKTUBHOCTH MOYEBOTO ITy-
3bIpsl U HApPYNICHUS YPOAWHAMHUKU IO THITY HHTEP-
MUTTUPYIOIIEH THUIEPTEH3UU OOYCIIOBIEHBI PE3KHM
BO30YXKJCHHEM BCEX 3JeMeHTOB 3ddepeHTHOro 3Be-
Ha M[apacUMIIaTU4YECKOM HEPBHOM CHUCTEMBI, BKIIO-
YalIllel CcakpalbHbIA LIEHTP, Ta30Bbl€ HEPBHI,
M-XoTMHOPEenTopsl, 4TO MOATBepkaaerca dddek-
TUBHOCTBIO OJIOKaZbl WM MEPEeCeUeHUEM CaKpalIbHBIX
KOpewmKoB. [IpaBuiibHast HHTEpIIpETalHs TaHHOTO (aK-
Ta UMEET OTPOMHOE 3HA4YCHHE B BBHIOOpE aJeKBAaTHOI
TaKTUKH XUPYPTUIECKOTO JICUEHUSI.

ToBopss 0 HeliporeHHOW AMCHYHKIIMH MOUYEBOTO
My3bIps Y JeTell ¢ MOPOKaMH Pa3BUTHUS KayJallbHBIX
OTZEJIOB CTUHHOTO MO3T'a, CIEAYET IOMHUTH O KOHLIETI-
LY HEPABHOMEPHOCTHU TEMIIA PA3BUTUS U CO3PEBAHUSA
MOP(PODYHKIIMOHAIEHBIX CUCTEM.

ITo Tak Ha3pIBaeMOM TEOPUM MaTypallld MOXKET
BO3HUKHYTH (DEHOMEH MPEeXO/sIIell JUCCOIHAIINHU CTe-
MICHH 3PEJIOCTH Pa3IMYHBIX CHCTEM C OTHOCHUTEIbHBIM
OTCTaBaHUEM OJHUX WJIM MEHEE BhIPaKCHHAs AUCIIPO-
nopuus co3peBanus win pocra [10, 14, 34, 51, 52, 60].

Kpome sToro, ciaemxyer HOMHUTH O SIBIEHUAX JHC-
TUTa3WH PA3INIHBIX CETMEHTOB MOYEBOM CUCTEMBI (TIep-
CHUCTHPOBaHNE IMOPHOHANBHBIX CTPYKTYP B OpPTaHU3-
Me pa3BUBArOIIETocs peOeHKa), B OydyIIeM MOTYIINX
NPUBECTH K HEOOPaTUMBIM U3MEHEHHUEM MTOYEUHOM Ma-
PEHXUMEI B YCIIOBUSX TOBBIMICHHONW (DYHKIIHOHAILHON
Harpy3KH Ha HIDKHUE MOYeBBIe yTH [24, 27, 31, 52].

OTtcraBaHue B Pa3BUTHH CYNPACITMHAIBHBIX IIEH-
TPOB IIPH BPOXKIEHHOH MAaTONIOTHH KayIaJbHBIX OTAETIOB
CIMHHOTO MO3Ta MPHUBOAUT K OTCYTCTBHUIO ITOJYMHEHUS
HapYKHOTO ypeTpajbHOrO C(HUHKTEpa BOJEBOMY KOH-
Tpoimo. B HopMe pediektopHOE pacciabiieHue AeTpy-
30pa COMPOBOXKIACTCS PEIICKTOPHBIM CIIa3MOM C(HH-
KTEPOB, a MPH JIETPY30PHO-CPUHKTEPHON TUCCEHEPTUN
HETIPOM3BOJILHOE COKPALIEHHE AETPY30pa COPOBOXKIa-
ercst cokpamienueM cunkrepos. [logoOHas yperpaiib-
HasA OGCprKIII/ISI BBI3BIBACT OCTPOC IMOBLIILICHUE BHYTPU-
ITY3BIPHOT'O AaBJICHUA, IPEBBIMIAOIIECE MUKIITUOHHOC.

Knuandecknn 1maHHOE COCTOSIHHE TMPOSBISIETCS
MOJUTAKWYpHUEeH, UMIIEPaTUBHBIMH TTO3bIBaMU (TIPH CO-
XPaHHOCTH Pe(]ICKTOPHON Iyru), HMMIICPaTUBHBIM
HCYACPKAaHUCM MOYHU, HECJIOKAJIM30BaHHBIMU 6OH§IMI/I
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u T. 1. [Ipu peHTreHomorndeckoM o0CIeI0BaHNH Y TIO-
MOOHBIX OOJBHBIX YAaCTO OOHAPYKHBAIOTCA ITY3BIPHO-
MOYETOYHUKOBBIE Pe(IIIOKCH BIUIOTH O Merayperepa
[26, 27,37, 45, 48, 52].

Takum 00pa3zoM, maropusnonornyeckas CyIHOCTh
paccTpoiCTB MOUEHCITYCKaHHSI IMEIOLIHX MECTO IPH MH-
€JIONUCIUIA3UH Y JeTel 00yCIIOBIMBAaET MHOTOTPAaHHOCTD
HE TOJIBKO KIIMHUYECKUX TMPOSIBICHUI, HO M TIOKa3aTeaen
(yHKIHOHAIBHOTO HccienoBanus. bomnee Toro, GyHKuu-
OHAJILHOE Pa3pyIIeHHEe HEPBHBIX MPOBOJHUKOB, BBIPa-
JKEHHOE B TOM WJIM MHOM CTENEHU Yy JAAHHOM KaTeropuu
OONBHBIX, PE3KO 3aTPYIHSET 3aa9y Bepr(HKAIH YPOB-
Hsl IOPA)KEHUS], €T0 XapaKTep U, COOTBETCTBEHHO, BHIOOD

POCCHHCKMA BECTHMK 2015 Tom V, Ne 3

AKTyanpbHOCTh TIPOOJIEMBI pPeabHIUTAITN OOJTb-
HBIX C JaHHBIM BHJIOM MAaTOJOTMU CBfA3aHa C HEOoO-
XOOUMOCTBIO PELICHHs] B MPOLECCE JICYCHUs LIEJ0ro
psiaa 3amad: ycTpaHeHHe KOCMETHYECKOTO HeJJOCTaTKa,
BOCCTAHOBJICHHE AHATOMHYECKOH IEIOCTHOCTH TKa-
HEl TI03BOHOYHOTO KaHalla, HOPMaJIH3allusl KU3HEHHO
BaXHBIX (YHKITMH opraHm3Ma (akT aedekartdd, Mo-
YEHCIYCKaHWs, CTaOWIIM3aIMi TMO3BOHOYHOTO CTOJI-
0a, mape3oB M aedopMaluil HIKHHX KOHEYHOCTEH).
Omnpenenss CHEKTp JI4eOHBIX MEPONPUSTHH, IPHUXO-
JIUTCS YYUTHIBaTh OYKBAJIBHO BCE 3BEHBS TOMEOCTa3a
opranusma peOeHKa, CTpaaroIero MUelouCIuIa3uel,
10O TOJIEKO TAKOH! TOIXOM MOYKET OOCCITEUHTh OIpeIe-

ONTHUMAJIBHOI'O M€TOAA JICUCHUA. JICHHBIN YPOBCHb KIIMHUYCCKOT'O 3(1)(1)6KTa.
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