M28

MATEPUANDBI KOHOEPEHL UK

pa3pabotanbl 3P PEKTUBHBIE KOHCEPBATHBHBIE MEpPO-
npusitus. [lpyu BeIpa)keHHOM HapyIIEeHUH aHaTOMHYe-
CKUX CTPYKTYp ¥ (DYHKIIMOHAJIBHBIX XapaKTEPUCTHK
MOYEBBIX ITyTEH CTAHOBSITCS HEOOXOMUMBIMHU XUPYPTHU-
YECKHUE METOJIbI KOPPEKITHH.

[Mpuunnamu HanOosee TsxeNnbIx (OpM HeIepKa-
HUSl MOYM y JIeTeH SBJISIOTCS JBE TPYIIBI aHOMAJIHUIi:
BPOX/IEHHBIE MTOPOKU Pa3BUTHA OPraHOB MOYEBOW CH-
cTeMbl (3KCTpodus, SMUCTaIUs, YPOTCHUTAIbHBIN CH-
HYC, CBUIIM, BHEIMY3bIPHASI SKTOMUS MOUYETOUHUKA) W
HEHpPOTeHHbIC NMPUYHUHBI (TIOPOKU PA3BHUTHUS, TPABMBI,
OpPraHWYECKHUE U JIeTeHePaTUBHBIC TOPAKEHHUS HEPBHOM
cuctemsl, onmyxomu [THC u Taza).

3a nepuon 1995-2010 roasr M HaOmonanu 151 pe-
OeHka ot 16 nHel xxu3Hu 110 18 et ¢ TskenbiMu Gop-
MaMH{ HeJepKaHus Moud. Y 96 manueHTOB NPUYUHOU
He/Iep)KaHUs MOYH SBISIACH SKCTPO(HS MOYEBOTO ITy-
3bIpst, ¥ 21 — ToTanbHas snucnaaug u'y 34 — Helpo-
reHHble auchyHkuuu. CTaHgapTHOH onepauueil y jae-
TeH C PKCTpOQUEH U dMUCTaUeH SBISICTCS ONeparus
SAnra—/{uca—Jlunderrepa. IlpuHnmm sToi omepanuwu,
3aKITIOYAIOIINICS B YIJIMHEHUN U CY)KEHUH MOYCHUCITY-
CKaTEJIPHOTO KaHaJa MPH IMOMOIIU TPEYTOIBHBIX JIO-

CKYTOB, TPUMEHUM M TPU HEHPOTCHHBIX HApYLICHUSX.
B HacTosmiee BpeMs MOIyJIsipHBI TAK)KE ONepaIiiil BHY-
TpHITy3bIpHOTO yunHeHUS yperpsl (Kpomma, ITummm—
Canbe). beio nposeaeno 152 omeparuu SIara—/luca.
[onoxutensHblil  dPdextT onepauun (ynepraHue
MOYH) AOCTHTHYT B 84 % ciyuaeB. BrinonaHenue orme-
pammu Kpormma (11 manueHToB) MO3BOIMIO YCTPAHUTD
HeAepkanue Moun y 8 aeteil. [lemneBas macTuka uc-
MOJIB3yeTCs JII M3MEHEHHs My3BIPHO-YPETPaTbHOTO
yIia, 4TO MPHUBOJUT K OTHOCHUTEILHOMY YIJIMHEHHUIO
YPeTpPhl, YBEIHYSHUIO YPETPAILHOTO COIPOTUBICHUS,
B TOM 4YHCIIe TIPH yBEIWYCHUH a0JOMHHAJIHHOTO JaB-
neHus. B Hamiel KJIMHHWKE MCTOIB30BAHNE CIMHTOBBIX
BMEIIaTeNbCTB B 36 Cilydasix MO3BOJIMIIO YITyUIIUTh pe-
3yasTatr B 70 %. Matepuanom [uisl CIMHTa MOCITYKHIN
YYaCTKH alfOHEeBPO3a Hapy>KHOM KOCOH MBITIIIIBI KHBOTA
WJTH UCKYCCTBEHHBIC MaTEPHAIIHI (TIPOJICH, BUKPHII ). DH-
JTIOCKOTIMUECKHNE METOJIUKH MTPENoIaraioT MpUMeHEeHHEe
(hopmooOpasyromux ummuiantaros (bulking agents) mis
YAYYIIEHUS! CMBIKAHUS MIPOCBETA YPETPHl U yCHIICHUS
YpeTpabHOTO CONPOTHUBICHUS. Mcmons30Banme SHI0-
CKOITMYECKOH MIacTUKH y 42 nereill B HaIlel KIMHUKE
JIaJI0 TIOJIOKUTENIbHBIE PEe3YJIbTaThI.

XUPYPITMYECKUE METOObl OTBEAEHWA MOYU NPU IEYEHNU OETEWN
C NOPOKAMM PA3BUTUA MOYEBOWU CUCTEMblI U HEUPOTEHHbIM MOYEBbIM
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[Mpuniun MutpodaHoBa B HACTOSIICE BPEMs CTall
ITUPOKO PacIpoCTpaHEeHHBIM, d()(HEKTHBHBIM METOIOM
JOCTHIXXCHHNS KOHTUHCHIIUH.

LLEJ1b

Wzydenue pesynbratoB omnepaiuu MutpodaHoBa B
JICYEHUH JIETeN ¢ MOPOKaMH Pa3BUTHS MOUYEBOM CHUCTE-
MBI U HeﬁpOFeHHBIM MOYECBBIM ITY3bIPEM.

MATEPUAJIbl U METO/AbI

C 1999 mno 2009 1. 78 manueHTam copMUpOBaHa
KareTepusupyemas croma mo MutpohaHoBy Kak 4acThb
PEKOHCTPYKTHBHOTO BMEIIIATEIbCTBA B XUPYPIHUUECKOM
KOPPEKIMH KOMIUIeKca SKCTpoduu-snucnanuu (52),
HEHWPOTEHHOTO MOYEBOTO My3bIps (24), ypOTeHUTAaIb-
Horo cuHyca (2). Bo3pacT O0IBHBIX: OT 5 MecCSIIeB 10
17 ner (7,1£2,9). Coznanue «Cyxoii» camMoKaTreTepu-
3yeMOi BE3UKOCTOMBI COUETAJIOCH C ayTMEHTAIIMOHHOM
KHUIIEYHON HUCTOIIACTUKON y 60 meTell, onepanusMu
Ha welke u yperpe — y 67. i co3gaHus CTOMBI

MCIIOJIB30BAJICS aNNeHAUKC B 05 ciayyasX, CEerMEHT
ITOAB3AOIIHON KUIIKH — B 12 U MOYETOYHUK — B 1.
VY 33 nereit (¢ axkcTpodrel MOYEBOTO My3bIps) CTOMA
BbIBEJICHA B MCKYCCTBEHHO C()OPMHUPOBAHHBIN MYIIOK,
y 24 — B nynok, y 21 — B npaByro NOJAB3AOLIHYIO
001acTh.

PE3Y/NIbTATbI

[Tepuon HaGmrONEHUS COCTaBUII OT 5 Mecses a0 11
ner (3,4%2,9). OtnaneHHble pe3yabTaThl: CTOMbI QyHK-
LUOHUPYIOT y 72 u3 78 maunueHToB. XOPOIIHA YPOBEHb
KOHTHHCHIINH MOYH JOCTHTHYT y 64 6ombHBIX. CTCHO3
KOXKHOTO OT/IeJla CTOMBI OTMedalsics y 22 TaIeHTOB,
y 15 u3 HUX NOTPeOOBaNIOCH XUPYpPrUYecKas PEKOH-
CTpyKuusi, y 4 — OyXUpoBaHHE U MPOJICHHOE CTEH-
tupoBanue. Hapyenne npoxoquMOCTH BE3UKOCTOMBI
Ha YPOBHE BHYTPEHHETO OTBEPCTHsI HAOIIOAANoch y 4
OOJIBHBIX, YTO MOTPEOOBAIIO ONEPATHBHOIO JICUCHUS.
[TonTexanne Moun 4epe3 BE3UKOCTOMY OTMEUEHO y 6
HALKEHTOB, B CBA3M C YE€M NIPOU3BEICHA KOPPEKLUS, B
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2 cnyyasix — 3HJOCKonu4ueckas. Y 15 nereit Habmona-
JIMCh KOHKPEMEHTBI MOYEBOTO pe3epByapa: 11 yaanenst
OTKPHITBIM IIyTeM, 4 — sHpockonmuyeckuM. CroHTaH-
HBI Pa3phlB ayTMEHTHPOBAHHOTO MOYEBOTO ITy3bIPS
HaOronancs y 3 pereii. Merabomudeckuii aruios y Jie-
Tel, MePEeHECIINX KUILICUHYIO UCTOIIACTUKY, OTMEUCH
B 14 cnyuasx. MoueBas nHpeknus HaOmronanacey y 47
nerel. [lo3nHss cnaeuHast KMILIEYHAs] HEIPOXOAUMOCTh
JIMaTHOCTHPOBaHA B 4 HAOJFOICHUSIX, YTO OTPEOOBAIIO
ornepanuy B 3 ciaydasx.

3AK/NIOYEHUE

Oneparust MutpodaHoBa SBISETCS HEOOXOTUMBIM
3JIEMEHTOM B KOMIUIEKCHON XUPYPruyeCcKor KOPPEKIIUU
IMOPOKOB Pa3BUTHUSI MOYEBOM CUCTEMBI U HEUPOTEHHOTO
MOYEBOTO MY3bIPs, YTO OOECleunBacT Ha/leKHBIN, (-
(eKxTHBHBIN, 6€3001€3HEHHBIN CITOCO0 MEPUOIMYECKOM
KaTeTepu3aI[iy, YTO MOBBIIIAET HE3aBUCUMOCTb H CO-
[MANTBHYIO aJanTalyio TMalnueHToB. lcmonb3oBaHue
KOMITJIEKCHOTO T10/IX0/1a TIO3BOJISIET TOOUTHCS yreprka-
Hust Mour B Oosee yem 80 % ciydaes.

KINHUKO-TEHETUYECKUWUE OCOBEHHOCTU TPOMBODPUITNUUN NMPU NEPBUYHOM
U BTOPUYHOM ITOMEPYJIOHE®DPUTE Y AETEU
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LEJIb UCCNNIEAOBAHUA

N3yunte OCOOCHHOCTH aJJIeIbHOTrO IOJIMMOP-
¢u3Ma HEKOTOPHIX T'€HOB, ACCOLMUPOBAHHBIX C JIHC-
dyHKLIMEH TeMocTa3a U pa3BUTHEM TpoMOodmiInu, y
OOJIBHBIX C IEPBUYHBIM ¥ BTOPUYIHBIM TIIOMEPYITOHE]-
putom (I'H).

MATEPWAbI U METOADbI

[IpoBeneHo HccnenoBaHue BEHO3HOW KPOBU Y 75 maiu-
€HTOB B BO3pacTe OT 5 110 18 jieT ¢ pa3nuiHbIMA KJIMHUKO-
Mopgomornaecknmu  Bapuantamu ['H, w3 mmx 55 —
¢ mnepeuunbiM  ['H  (Me3aHruo-nponudeparuBHbIM,
memOpanozHo-nipomdeparusubiii, OCIC), 20 Gomnb-
HBIX C He()PUTOM TIPH CHCTEMHBIX BackyiuTax (ANCA-
aCCOIMUPOBAHHOM — 4, CUCTEMHOM KpacHOW BOITYaHKE —
11, myprype Lllenneitna-l enoxa — 5). ['pynimy cpaBHeHUs
cocTaBwiId 228 3MOPOBBIX JIUI], HE UMEBIINX B aHAMHE3E
TPOMOOTHYECKHMX OCIIOKHEHHH, 00CIenoBaHHbIX B Poc.
HUUI'T. Jletekuuto aienbHbIX BapUaHTOB F€HOB METHU-
nerTerparuapodonar peaykrassl (MTHFR C677T), dak-
topa Il (mporpom6un, G20210A), pakropa V (G1691A, FV
Leiden), daxropa I (pubpunoren, G—455A), uarudutopa
axruBaropa miasmuHoreHa (PAI-I —675 4G/5G) u mmxo-
npotenna Illa (Gpllla, T1565C) ocymecTsisim ¢ moMo-
upto Merofa TP u mocnemyronero pecTpuKIMOHHOTO
ananm3a. CrarucTudeckas o0paOOTKa Pe3ysBTaToB Mpo-
BOJIMJIACH C UCIIOJNIb30BaHUEM TOYHOro Metona duriepa, ¢
OIICHKOM ITOKAa3aTelisl «OTHOIIeHus mancoBy» (OR — odds
ratio) ¥ p-3Ha9YCHMSI.

PE3YNbTATbI

Tpombornueckue >nu301bl (BEHO3HBIE TPOMOO-
3bl KOHEUYHOCTEH, SPEMHBIX BEH) IUarHOCTUPOBAHBI Y

3 (4,0%) nu3 75 obcnenoBaHHBIX OONBHBIX, TIPUIEM BO
BCEX YKa3aHHBIX CIydasx YCTAHOBJICHO HAJMYHC HE
MeHee BYX FeHeTHUeCKuX (pakTopoB pHcka TpomOo3a.
Y 0AHOTO M3 3TUX MAIUSHTOB HAOIIOAAIOCh HOCUTEIb-
CTBO IIATH MPOTPOMOOTEHHBIX AJIIEIBHBIX BapHAHTOB,
B TOM umucie, rereposurotHas mytamus G20210A B
reHe mpoTpomMOuHA. B NIBYyX Opyrux ciaydasx BBISB-
neHa MyneTureHHas ¢opma tpomOodummu. Cremyer
OTMETHTh, YTO y BceX manueHToB ¢ ['H, mepenecmmx
TPOMOOTHYECKHH AMH30/, B TEHOTHUIIE OJHOBPEMEHHO
MMEJTUCh TTPOTPOMOOTEHHBIC BapUAHTHI TeHOB PAI-1 n
¢akropa .

AHanu3 amienbHOTO ToIUMOp(hH3Ma OTIEIBHBIX
T€HOB OOHAPYKWJI CTATHCTUYECKH 3HAYUMOE yBEIH-
YeHWE JOJIH JIUI] C TOMO3UTOTHRIM TeHoTuroM Gpllla
1565CC cpenu mamuentoB (5,3 % mnportus 0,9% B
rpymnme 3a0poBbix, OR=6,4; p=0,035). B rpynmne
OOJBHBIX OTMEYaJOCh CYIIECTBEHHOE CHI)KCHHUE 4Ya-
CTOTBI BCTPEYAEMOCTH TMPOTPOMOOTEHHOTO TEHOTH-
nma MTHFR 677TT (4,0% npotus 10,1 % B rpymnme
cpaBaenusi, OR=0,4; p=0,15), Torna kax momus Te-
TepOo3UroTHeIX Hocuteneil amnenss MTHFR 677T
OKa3ajach HECKOJIPKO BHIIIE CPEeIH MAIMeHTOB, YeM
B rpynme cpaBHenus (41,3 % nporus 39,5 %, coor-
BETCTBEHHO). Kpome Toro, yactora BCTPEYaeMOCTH
nporpoMborenHoro rexHoruna —455AA ¢akropa I
OKa3ajach MOYTH B 3 pasza HUXKE B Ipymme OOJbHBIX
(2,7% mnporus 7,9% B rpymnme 3mopossix, OR=0,3;
p=0,18). CTOUT OTMETHUTH, YTO Y OTHOU TpeTH u3 75
00CJIeIOBaHHBIX JCTEH W MOAPOCTKOB C MEPBUYHBIM
u BropuuHbiM ['H HaOmromamock OJHOBPEMEHHOE
HOCHUTEIIBCTBO IPOTPOMOOTEHHBIX aJIeIbHBIX Bapu-
aHTOB B TpeX W OoJjee TeHax, 4TO yKa3bIBaeT Ha Ha-
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