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Annomauvus:

Beedenue. Knaccuueckas IKCmpogpus Moueso2o ny3vips — pedxkas aHoOMAnus, 6cmpeuarouasics 8 coomHouenuu 1:30000-1:50000 HosoposxcdenHvix. O0Hako
pasnuuHble 6apUAHMbL KOMNTEKCA SKCMPoduu-snucnaduu scmpedaromcs 6 10 pas pesce. IIpUKpoimas IKCMPOPUT MOUEB020 NY3bIPS AE/ITEMCS PeOKUM
8aPUAHMOM KAACCUUECKOTL IKCMPOduL. BonvHbiX ¢ NPUKPBIMbLM 6APUAHIMOM IKCHPOPUU MOKCHO CHUMAMD NAUUEHMAMU C KIACCUYeCKOil IKcmpoguel
€O 6CeMu CONYMCMEY UMY OIS OAHHOL AHOMATIUY 0ePeKmMamu, Ho C MOHEBDIM 1y3bipem, KOMOPbLil 3aKPbim 1 NOKPLLM HONbKO MOHKO, 4ACOo NoLy-
npo3pauHotl KoxHol 0607104K0Ti 6e3 Mbluiy, U dacyuanvroim cnoem. Cayuau amoil Kamezopuu NAUUEHN0s8 Mo2ym Obib He000UeHeHbL ¢ TOYKU 3PeHL
senuUHbL 0eheKma npu nepeu4HOM 6olA6IeHUL.

Knunuuecxuii cnyuaii. [Ipedcmasneno onucarnue 08yx peokux KIUHUHeCKUX HAOMO0eH ULl leeHUs Oemeti ¢ NPUKPbLIMOLL IKCMPodueli Mo4e8020 Ny3bipsl.
Manvuuxy 5 nem 6vinonHen nonHwitl 00veM 0NEPAIMUBHO20 NeUeHUS: NePEUUHOe 3AKPbLINEe MOUeE6020 NY3bIPS, NAACUKA WiellKu MO4e8020 NY3vips, 06Y-
CHOPOHHAS NO0B300UHAS OCHIEOTMOMUS CO CBedeHueM U Purcatueil 10HHbIX Kocmetl. [lesouke 10 niem 8vinonHena niacmuxa nepeoresi 6pIouIHoL cmenKu,
08yCMOPOHHAS H00B300UIHAS OCINEOMOMUS, c6edeHue (COnUMeHIe) TOHHbIX KOCet.

Bu1800wt. Baschvim 6 nevenuu Oemeti ¢ NPUKPbLMOLL IKCMpPoPueti Moue6020 ny3vips A6ATeMcs coOmo0eH e NPUHUUNOS KOPPeKUUL KIACCUHeCKOLl IKCHpo-
duu. IIpu HATUY UL CUMNINOMOB HeOePHCAHUS MOHY NOKA3AHO NPOBedeHUe PeKOHCMPYKUUU WelIKl MO1e8020 NY3bIPS, S0 NO3BONUM Yy HUIUMb KOHMU-
HeHYuio U 6ydem cnoco6cmeosamo adeK6amHoMy pocmy Mo4es020 ny3vips. IIpasunvroe ederue IMUX NOPOKOB PA3BUMUT MOUENON0601L CUCEMbL
MOJHEM CYULeCNBeHHO YYHUUMb KA4eCme0 KU3HU OaHHbLX O0TbHbIX

KnioueBble CnoBa: skcmpodus mo1e6020 ny3vipsi; NPUKPLIMAT SIKCMPOPUT MO1eB020 NY3biPsT; IKCMPOPUA-INUCNAOUL KOMNIIEKC; Oemu; onepa-
mueHoe sedeHue.
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Summary:

Introduction. Classic bladder exstrophy is a rare anomaly, occurring in a ratio of 1:30000 to 1:50000 newborns. However, various variants of
the exstrophy-epispadias complex are 10 times less common. Covered bladder exstrophy is a rare variant of classic exstrophy. Patients with the
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covered variant of exstrophy can be considered as classic exstrophy with all the accompanying defects of this anomaly, but with a bladder that
is closed and covered only by a thin, often translucent skin membrane without muscles or a fascial layer. Cases in this category of patients may
be underestimated in terms of the size of the defect at initial detection.

Case report. The article describes two rare clinical observations of treatment of children with covered bladder exstrophy. A 5-year-old boy un-
derwent a full range of surgical treatment: primary closure of the bladder, Cohen ureterocystoneoimplantation, bladder neck plastic surgery,
bilateral iliac osteotomy, with reduction and fixation of the pubic bones. A 10-year-old girl underwent plastic surgery of the anterior abdominal
wall, bilateral iliac osteotomy, and reduction (convergence) of the pubic bones.

Conclusions. It is important to follow the principles of classical exstrophy correction in the treatment of children with covered bladder exstro-
phy. In the presence of symptoms of urinary incontinence, bladder neck reconstruction is indicated, this will improve continence and promote
adequate bladder growth. Correct treatment of these malformations of the genitourinary system can significantly improve the quality of life
of these patients.

Key words: bladder exstrophy; covered exstrophy of the bladder; exstrophy-epispadias complex; children; surgical treatment.
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BBEOEHMUE

Krnaccnueckas akcTpodusa MOYEBOro My3sIps — pef-
Kas aHOManus, BCTpevyarouasacsa B coorHomenun 1:30000-
1:50000 HOBOpOXZeHHBbIX [1-5]. IIpn 3TOM, IO KaHHBIM
JIUTepPaTyphl, OTHENbHbIE «HETUINYHBIE» (POPMBI KOM-
IJIeKca SKCTpopUM-sMUcIagumu BeTpedaroTcsa B 10 pas
pexe [1, 3, 4, 6-13]. OgHuM U3 TaKMX peSKUX BapMaHTOB
SBJIAETCS MPUKPBITAasA SKCTPO(DMSA MOYEBOTO MY3bIps, KO-
TOPYIO MHOT/Ia TaK>Ke Ha3blBAIOT PacClleIVIEHHbI cuMdu3
(«split symphysis») [1, 3, 5]. O6mum paxTopom, IPUCyT-
CTBYIOIIVM y 3THX IIAl[MeHTOB, ABJIAETCA Hajaudue CKe-
JIETHO-MBIIIEYHOTO Jle(peKTa, CBA3AHHOTO C KIaCCUYeCKO
9KCTpo(dMell MOYeBOro Iy3bIpsi, ¥ Hajau4yue 3aKpPLITOTO
MOYEBOI'O ITy3bIps, IPUKPBITOTO TOILKO KOXeil vnn ¢pub-
PO3HOII IIIEHKO1, C OIpe/e/IeHHBIM YPOBHEM y/ep>KaHuUsA
mounu [2, 3, 6, 7].

B HacTosmee BpeMs BBIOENAIOT 7 Pa3NINYHBIX Bapu-
AQHTOB 9KCTPOQUI MOYEBOI0 ITY3bIPs — SMUCIAUN U KJIOa-
KaJIbHOTO 9KCTpOduUYecKoro Komiekca. Tak ke, Kak U B
K/IaCCMYECKUX HaOMI0JeHNAX, alMeHThl 11000l ITPYIIIbI
MOTYT UMeTb pa3jTMYHble aHATOMUYEeCKIe 0COOEHHOCTH,
TaKMe KaK pa3Mep MOYeBOTO IY3bIps, CTEIIeHb AMacTasa
JIOHHBIX KOCTeJi, a TaK)XXe COIYTCTBYIOIIJe BapMAHTHI IIO-
pOKa pasBUTHUsI T€HUTA/INI, IepefHeil OPIOLUIHOI CTEHK,
AHOpPEeKTa/NbHOI 067acTu U MOo3BOHOYHMKa [1, 3, 8, 9].
Ity aHaroMudeckyue (pakTOpbB BMeCTe C PasIMYHBIMU
CTpaTerusMM BefleHUs HMAI[MeHTOB OOBACHAIOT IIMPOKUI
CIHEKTp pe3yIbTAaTOB JIeYeHMA B KaXKHO¥ KOHKPETHON
rpyunie.

Bb110 BBIZBUHYTO HECKOIBKO TEOPUIT, 0OBSICHSIIOLINX
reHe3 sKCTpoduu ModeBOro myseips [6-16]. IIpu aTom
OfHa M3 UHTEPEeCHBIX TIuUIoTe3, npeacrasneHas K.
Karthikeya u coaBrT., mpepmosnaraer, 4To AuacTas TOHHBIX
KOCTeil IpeflIecTBYeT SKCTPO(DUM MOUYEBOTO Iy3bIps
[17].MHOrouYMcneHHble ONMCAHUA CAy4aeB IO3BOJIAIOT
NIPeAIIONOXNUTb, YTO TaKue BAPMAHTHI MMEIT JIYYIINi
IIPOTHO3, TOCKO/IbKY Y MAIIMEeHTOB HeT IOIHBIX IIPOsBIIe-
HMII KIaccu4ueckoit akcTpodun [9].

Knaccnyeckas skcTpoduss MOYEBOTO ITy3bIPs — HOPOK
PasBUTHUA, COYETAIOIINI PAL aHOMAaNINIl MOYENONI0BON 1
OIIOPHO-[IBUTATENbHOI crucTeM. [larmeHT ¢ akcTpoduein
PO>K/IaeTCA C OTKPBITHIM MOYEBBIM IIy3bIpeM, JIeXKAIM Ha
nepesHert OPIONIHON CTEHKe M CONMPUKACAOIIVMCS C IMC-
HaJy4eCKUM IIOJIOBBIM YWIEHOM MM Pa3[BOEHHBIM KIUTO-
POM U pacXOfAIMMMCA HPAMBIMYU MBIIIIAMU KMBOTA. i
Taza XapaKTepeH MIMPOKMUIl fracras 106koBoro cumpnsa,
00yC/IOB/IEHHBIT TPUALATUIIPOLIEHTHBIM KOCTHBIM fedu-
LMTOM IIepe[IHNX BeTBell IOHHOI KOCTY B COYeTaHUM C Ha-
PY>XHOII poTalyeli 3ajjHeil 11 ITepegHelt JacTeli Taza Ha 12°
un 18° cooTBeTcTBEHHO [1-6].

Kaxk npaBuo, iuaruos skCTpopuy MOYEBOTO My3bIPs
yCTaHaBAMBaeTCA Npu poxxpeHun. IIpu sTom mpenaTanb-
HBIJI CKpUHUHT IMeeT HeMa/IOBa)KHOe 3HaYeHle, HeCMOTPs
Ha TPYJHOCTU YIbTPa3BYKOBOJ JMAarHOCTUKM SKCTPodum
MOYeBOro My3bIpA. B ognoit u3 pabor J.P.Gearhart  coasr.
BBIIeJIeHbI Hanubonee MHGOPMaTUBHbBIE XapaKTepUCTUKA
IIpeHaTa bHOM yIbTPa3BYKOBOI KApTUHBI 3TOTO IOPOKa:

* OTCYTCTBlE HAIIOJTHEHV A MOYEeBOTO IIy3bIpA IIPU He-
OJHOKPAaTHOM MCC/IeJOBAHNI;

e HIU3KOPACIIOZI0KEHHBII IIYIIOK;

* pasBefieHNE BETBEIT T0OKOBBIX KOCTE;

o MYHUATIOPHBIE TeHUTAJINY;

« 06pasoBaHMe B HIDKHEN YacTU XXMBOTA, YBeIUIN-
Balollleecsl B pa3Mepax 1o Mepe IporpeccupoBaHus bepe-
MEHHOCTU;

* yBe/IMUeHIe B pasMepax BHYTPUOPIOIIHBIX OpraHos [18].

HecMoTpst Ha BO3MOXXHOCTb MCIIPaBUTD ITOBEPXHOCT-
HbIe Ie(heKThI C IOMOIBIO PAHHET0 XMPYPrU4eCKOro BMella-
Te/IbCTBA, Y OTUX IALMEHTOB IIOYTHM BCErjja BO3HUKAIOT
TPYAHOCTH C JOCTVKEHMEM Ka4eCTBEHHOTO YepyKaHNA MOUM
13-3a AHATOMUYECKMX M3MEHeHUI B KOCTAX M MyCKy/IaType
Ta30BoII fuadparmMpl 1 OTCYTCTBUA MOYEBOrO COUHKTEPA.
JIByCTOpOHHAA NepefHAA OCTeOTOMMS, COMMKeHMe IOHHBIX
KOCTeJI BO BpeMsI 3aKPbITV MOYEBOTO IIY3bIPs U MIOCIEYIO-
mee GOPMMPOBAHNE IIEVIKI MOYEBOTO ITy3bIPs B HACTOAIIee
BpeMs JJaloT HaWIydlline pe3yIbTaThl /I peKOHCTPYKLNK
Tasa 1 ygepskaHusa moun (2, 19-22]. B
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ONMNCAHMUE KNNTUHUYECKMUX CITYYHAEB

B Hamreit ctaTbe MBI IIPe/ICTaB/IAeM ONMCAHME JIBYX
PeIKMX KIVMHINYECKUX HAaOMIoeHIIT IedeHUsI ieTell C IpH-
KPBITOI 9KCTPOdUeit MOUEBOTO IIy3bIpPsI.

B nmepuog ¢ 1996 mo 2024 r. onepuposaHno 329 gerein
¢ 9KcTpodueit MOIeBOro my3sipsi. VI3 Hux 221 Manpuuk n
98 neBouek. IIpy aTOM IpUKpPHITasA IKCTPOPUA MOUIEBOTO
IIy3bIps AMATHOCTHMpOBaHa y 3 manueHToB (0,9%).

Knunuuecxuii cnyuaii 1

Manvuux I, 5 1eT, FOCOIUTANN3NPOBAH B CTAllMOHAP
C JMarHosom: AHOManuA PasBUTUA MOYENONOBOI CH-
CTeMBL: IIPUKPBITasA 9KCTPO(dUA MOYEBOro My3bIpsi, MUK-
PpOLMCTHC, SNMUCHAAMA, TUIIOIIA3UsA IPAaBOTO KaBEPHO3-
HOTO TeJla, Heflep)KaHMe MOYH, areHe3)s MPaBoil IOYKN.

CTouT OTMETHUTD, YTO IIPU Y/IbTPA3BYKOBOM MCCIIENO-
Banuu (Y3V) miopa 6bUIO BBISIBIEHO OTCYTCTBIE IPABOIL
nouku. ITocne poxxpieHNs y pe6eHKa BBISIBJICHA TOTaJIbHAA
SMNCHafANsA, CONPOBOXKIAIIAACA Heflep>kaHueM Moun. Pe-
6EHOK ITMTeTTbHO HAOMIOfAICs YPOIOrOM MO MECTY XKUTE/Ib-
cTBa. [IMarHo3 «IIpUKpBITas 9KCTPOGIS MOIEBOTO ITy3BIPSI»
6b1T ycTaHOBJIEH B Bo3pacte 5 eT 8 HVV yponorumn.

ITpu ocmoTpe: B 06/1aCTH TOHA OTMEYAETCS TPBIXKe-
BO€ BBIIIIYMBaHYe NPV HAIIPsOKEHNUY MepejHell OpIOLIHOI
CTEHKU, pa3MepoM OKojo 4-5 cM. MoueBoil my3pIpb pac-
II0JIOKEH IOf; KoKell. Hapy>kHoe oTBepcTue ypeTphl pac-
MOJIOKEHO B 00671aCTM MeHO0-abOMMHAIBHOTO YIJIA,
OTMEYaeTCs YaCTUUHOe Heflep>kaHMe Moun. OTMevyaeTcs
pacxoXieHue JIOHHBIX KOCTel, [Amuacra3 KOCTeill JIOHa
okono 8 cm. ITomoBoIlt YeH yMeHblIeH B pasMepax 1o 2,7
cM. KaBepHOo3HbBIe Tema MOI0BOTO YeHa pa3HOTo pasMepa.
[IpaBoe KaBepHO3HOE TEJIO TUIIOIIA3MPOBAHO, KOpOYe JIe-
Boro Ha 1,3 cm. TormoBka pacuiennena, fedpopmMupoBana,
poTupoBaHa. YpeTpa paclielieHa, B BUfie TUIOIagKM, 110
DOPCaNTbHON IOBEPXHOCTM IOJIOBOTO ujeHa. KpaitHAA
IJIOTh CKOHILIEHTPMPOBaHa IO BEHTPA/IbHONM OBEPXHOCTM.

Sluakm HaxofsTCsA B MoloHKe, D=S (puc. 1).

Puc. 1. PebeHok . 5 NeT, ¢ NPUKPbITOM 3KCTPOMMEN MOYEBOrO My3bIps
Fig. 1. Child G., 5 years old, with covered exstrophy of the urinary bladder

B namreit k1uHUKe pebeHok moobcmenosan. Io pe-
3y/lIbTaTaM CTAaTU4YeCKOl HedpocumHTUTpadum: OTCyT-
CTBUE BU3ya/NM3alyUM IPaBON MOYKM; BUKAPHASA TUIIEP-
tpodus n runepyuknus nesoit nouku. CekpeTopHas
(YyHKUVS 71€BOII ITOYKY TTOBBINIEHA Ha 63%. O61muit 06peM
(YHKUVOHMPYIOLLell TapeHXMMBI He CHIVDKEH.

JJaHHbIE IMICTOTPAaMMBbI IPEACTaB/IeHbl Ha PUCYHKeE 2.
EMKoOCTDh MO4eBOTO Iy3bIps cocTabuAeT okono 40 mir. Ily-
3BIPHO-MOYETOYHIKOBBII peIIoKc He BpIsiBIeH. [JnacTas
KOCTeli I0Ha COCTAaBIAET 7,5 CM.

Puc. 2. Lyctorpamma peberka ™. 5 neT, ¢ MpYKPbITON 9KCTPOMVEN MOYEBOIO Ny3bIpst
Fig. 2. Cystogram of child G., 5 years old, with covered exstrophy of the urinary
bladder

OmnepaTuBHOE j€e4eHME y [JAaHHOIO TallMeHTa 3a-
KJII0YaIoCh B COOMIONEHNN IPUHLINUIIOB JIeYeHNs KIacCu-
YeCKOI 9KCTPO(GUN MOYEBOTO MY3bIPsI U BBIIOIHEHO B
o6beme: ITePBUYHOE 3AKPBITIIE MOYEBOTO IIy3bIPsT; ypeTe-
pouncroHeonMminaTanusa no KosHy creBa; mmacTmka
HIEVIKM MOY€BOTO Iy3bIPs; ABYXCTOPOHHAA MOAB3OIIHAA
OCTEOTOMUA CO CBefleHMeM U pUKCallyeil TOHHBIX KOCTell.

OcHOBHBIE 3TAIbI ONlepaluy BKIYAIN B ceb6sa MO-
OMIM3AIMI0 MOYEBOTO MY3BIPsi C paccedyeHueM TKaHU
MOY€BOTO Iy3bIpsA ¥ HIEVIKM MOYEBOTO ITy3bIPA. YYUTBIBAA
6/1M30CTh PACIIONIOKEHNsI YCThsI IEBOTO MOYETOYHIKA B
ob6acTy IIaHUPyeMOoit apTUUILMaNIbHON LIETKY MOYe-
BOTO IIy3BIPs, BBHIIIOJIHEHA YPETEPOLMCTOHEOMMIIZIAHTA-
s ciaesa (puc. 3A). B obnactu npenmonaraeMoit meniku
"3 TKaHM MOYEBOIO IY3bIPs BBIKPOEHBI 1 JIEMYKO3MPO-
BaHbl TPEYyTOJbHbIE JTOCKYTHI, BBIleIEHHAasA y3Kad IIPO-
IOJIbHAA MOJIOCKA CIIM3UCTON 000/1049Ky chOopMUpOBaHa B
TpyOKy Ha KareTepe 8 Ch HMpPKyIAPHBIMM IIBAMU «BUK-
pun» 3/0 (puc. 3b). CospanHas mIeiika MOYeBOTO Iy3bIpsI
YKpbITa C/IOEM MBILIL, C MAaKCUMaAbHBIM CBEJEeHMEM IIO-
C/Ie[THUX HeIPpepbIBHBIM IIBOM «BUKpuUI» 3/0.

BrinmonHeHna ByCTOPOHHAA MOJB3/IOIIHAA Hajale-
TabynAapHasa ocTreoroMusa. Ha noHHBIe KOCTHU Ta3a HaJo-
JK€HbI BHYTPMKOCTHBIE IIIBBI «BUKPWUII» 2, MOUEBOI ITy3bIPb
IIOTPYy>KEH B IIOJIOCTD Ta3a, ¥ HaJ, HUM MaKCUMa/IbHO CBe-
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Puc. 3. MauweHT I". MHTpaonepaumoHHas kapTuHa. A. ChopMMpOBaHHOE HEOYCTbE
NeBoro MoyeTouHnKa. 6. 1. MobunmaoBaHHble EMYKO3MPOBaHHbIE TPEYrOJbHbIe
NOCKYTbI 419 (POPMUPOBaHVS apTUMMLMANBHOrO CUHKTEPA MOYEBOrO My3bIPs.
2. JlockyT apTuurumanbHo 3agHen ypeTpbl

Fig. 3. Patient G. Intraoperative picture. A. Formed neo-ostium of the left ureter.
B. 1. Mobilized demucosed triangular flaps for forming an artificial sphincter of
the bladder. 2. Flap of the artificial posterior urethra

Puc. 4. MauveHT I'. O630pHaa R-rpamma KocTer Tasda Ha 1-e CyTkv nocne onepaumn
Fig. 4. Patient G. General X-ray of the pelvic bones on the 1st day after surgery

IeHBl K LIeHTPY JIOHHbIe KOCTY y3710BbIMu mBamu. OcTa-
TOYHBIN AMacTa3d KOCTelM JI0OHa COCTaBUI OKOjo 2 cM. B
0671aCTH OCTEOTOMUM KOCTHBIE OTIOMKM (DUKCHPOBAHBI
nByMs ciimnamu Kupiiaepa ¢ kaXx1oit cTOpoHbl (puc. 4).

BHewHMIT BUJL TIOC/IE OMIEpAIN IPECTABIEH Ha PU-
cyuke 5. C Ienbio JOIOTHUTENLHON MMMOOUNIM3ALNK
KOCTHBIX OTJIOMKOB HaJ/IO)K€Ha KOKCUTHAfA TUIICOBAS I10-
BA3Ka.

Puc. 5. MaupeHT . BHeLWHWIA B1A, NOCNE OKOHYaHMs onepawm
Fig. 5. Patient G. Appearance after surgery

[TocneonepalMOHHbIIT IEPUOJ, IPOTEKa 6e3 0cobeH-
HocTell. [TaniMeHT BpINMCaH U3 cTallMOHapa Ha 19-e cyTKu
IocjIe omepalun.

PesynpraT omeparnun: pe6eHOK OCTAaeTCs CYXUM B
TedeHMe 1 Yaca MaKCUMaJIbHO, AMACTa3 KOCTEN JIOHA CO-
CTaB/IsIeT OKOJO 2,5 cM.

Knunuueckuii cnyuaii 2

Hesouxa B. 10 n1et, ¢ zuarHo3oM: AHOMaINsA pa3BUTKA
MOYEII0/I0BOJ CUCTEMBI: IIPUKPBITast IKCTPOIUSI MOYEBOTO
IIy3BIPS, Heflep>KaHue MOYM.

PebeHok mocTymmn ¢ »xajpob6amMmy Ha Helep>KaHUe
MOYM IIpU CMeXe, Kalllle, HAIIPS>)KeHUN NepefHeit 6prom-
HOII CTEHKM, HeOOXOAMMOCTDb UCIIOIb30OBAHNS YPOIOTrnye-
CKUX TPYCOB. [lmnTenbHOe BpeMst Hab/II0/jaach YpOIOroMm
IO MECTY >KUTENbCTBA 110 IIOBOJY HeJlep>KaHMA MOYN.

IIpu ocMoTpe: B 06/1aCTH JIOHA OTMEYAETCS TPhIXKEBOE
BBIMSIYMBAHME NPU HANpPsDKEHUU IepefHeil OpIoIIHON
CTEeHKM, pasMepoOM OKOJIO 5-6 cM. Mo4eBoIi My3bIpb pacno-
JI0KeH Toj, Koxkell. OTMevyaeTcs YacTUYHOe Heflep>KaHue
MO4M. BBIABIEHO pacxoXX[eHle TOHHBIX KOCTel, Juacras
okono 8 cM. Bxop Bo Biaranmuie susAet. Hapy>xHoe oTBep-
CTHUe ypeTpsl, 60/IbIINe M MajIble IIOJIOBbIe TyObl M BXOJ, BO
B/Iarajifile 3KTONMPOBAHBI OT CPENMHHON IMHUY BIPaBO.
AmnnasusA 1eBoil MOTOBUHBI OOIBIION U MaJIoil OI0BbIX H
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ry6 u xnnropa. bike K 1eBoit IaxoBoT CKIIafiKe OIpefie-
JIseTCsL 3a49aTOK OOIBIIOI TIOTI0BOL IyOBI (puc. 6).

Puc.6. MaupeHTka B. BHelwH1 BA, NaUMeHTKM B. ¢ NpUKPLITO aKCTpodmer Move-
BOro Ny3bipst

Fig. 6. Patien V. External appearance of patient V. with covered exstrophy of the
urinary bladder

ITo pesynpraTaM 06C/IeJOBAHIL, 110 JAHHBIM I[ICTO-
rpadum eMKOCTb MOYEeBOIO Iy3bIps cocTaBmaa 260 M,
NaHHBIX 3a IY3bIPHO-MOYETOYHMKOBBIN pedIoKc ¢ 06enx
CTOpOH HeT (puc. 7).

Kak u B mpefpIyIeM KIMHNYECKOM IIPUMepe, Ianu-
€HTKe BBIIIOJIHEHO OIIePATUBHOE JIeYeH e C COOMI0neHEM
MIPUHIMIIOB JIEYEHMsI [leTell C KIIacCUIeCKoit 9KCTpodueit
MOYEBOTO Iy3bIps: IVIACTUKA IIepefHel OPIOLIHO CTEeHKY;
OBYXCTOPOHHAA MOJB3[OIIHASA OCTEOTOMMNA, CBefeHMe
(c6mm>xeHne) TOHHBIX KOCTEI.

BrimonHeHa HIDKHECPeAUHHASA JTalapoTOMHUA C IPO-
TO/DKEeHMEeM pa3pesa g0 Hapy>KHBIX IIOJIOBBIX OPTAaHOB. BbI-
JilelleH MO4YeBOIl Iy3bIpb. B 06macTy 1oHa MOOWIN30BaHa
TKaHb MOYEBOTO IIY3BIPSA M IIEKM MOYEBOTO IIY3BbIPA.
MouyeBoit y3bIpb OTHENEH OT KOXXU U alloHeBpo3a Mps-
MBIX MBIHIIL )XMBOTA. [IpeiBapuTebHO BBIIIONTHEHO pac-
ceyeHNMe KOXKI M allOHEBPO3a HAPY>KHBIX KOCHIX MBIIII] B
ob6mactu spina iliaca anterior ¢ o6eux cropon. IlogHaz-
KOCTHUYHO BbIfleJIeHbl BHYTPEHHNE VI HaPY)KHbIE TI0BEPX-
HOCTHM TOJB3[JONIHBIX KOCTell Hajg Ta300eapeHHBIMU
cycraBamu. IIpousBeneno HapameTabynspHoe Iepecede-
HIMe IOJB3MOIIHBIX KOCTel ¢ 06eux cTopoH. Ha BepxHI0OI0
BETBb JIOHHBIX KOCTEJ Ha/IOXXEeHBI UPKY/IsIpHbIe (LINPK-
JISDKHBIE) IIBBI «BUKPU/I» 2, OOXOIs MBILIIBI TTepeTHeN
OpIOIIHOI cTeHKN. MO4YeBOIt Iy3bIpb IOTPY>KeH B IONTOCTD
Tasa, ¥ HaJ, HUM MaKCUMaJIbHO CBEJeHBbI TOHHBbIE KOCTH,
AMacTas KOCTell IOHa COCTaBII 0Koto 4 cM (puc. 8). Koct-
Hble OTIOMKM (GUKcuMpoBaHbl cnunamu KupurHepa, mo
3 cnmubl KaXHoit cTopoHsl. [ledekT mepegHeit 6PIOLUIHOIN
CTEHKU yIINUT 6e3 HATSIKEHNs, 32 CIeT CBEeJEeHIs TOHHBIX
xocTeit. [ImacTnka NpAMBIX MBIIII] )KMBOTA M KOXI IIepe-
Heit 6promHOI cTeHKN. C 1[€/IbI0 [OMTOTHUTETbHON UMMO-
6unu3anuy HajJoXKeHa KOKCUTHAsl TUIICOBasi ITOBSI3Ka OT

Puc. 7. MaupenTtka B. Linctorpamma. MprkpbiTas akCTpodus MOYEBOro My3bIps
Fig. 7. Patient V. Cystogram. Covered exstrophy of the urinary bladder

Puc.8. MaupnerTka B. O630pHas R-rpamma KocTen Tada Ha 4-e CyTKM Nocsie onepaum
Fig. 8. Patient B. General X-ray of the pelvic bones on the 4th day after surgery
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masjblieB CTOI O CpemHell TpeTu OGexpa. BHemHnit Bup
II0C/Ie oIepanyy IpeficTaBIeH Ha PUCYHKe 9.

Puc. 9. MauveHTka B. BHeLlH1I B, nocne OKOHYaHKs onepauimn
Fig. 9. Patient V. Appearance after surgery

[TanimeHTKa BBINMCAaHA U3 CTAallMOHapa Ha 18-e cyTku
nocnie omepanuu. PesynbTaT omepanuu: MaKCUMaabHbBIN
CyXOl1 IPOMEXXYTOK COCTaBUJ/I OKOJIO 2 4acOB, AMacTa3 Ko-
cTeli moHa 4 CM.

OBCY>XXAOAEHMUE

BapuaHThl 3KCTpoduM MOYEBOTO Iy3bIPS MMEIOT
o01I1e CKele THO-MbIIIeYHbIe e(PEeKThI, HO CBSA3aHBI C pas-
JIMYHBIMY AHOMAJIUSIMY MOYEBOTO ITy3bIPs U TeHUTaINIL.

CyiiecTByeT 3HaYMTeIbHASI Iy TAHNIIA I IIOZMEHA 10-
HATUN [23, 24]. [IpUKpBHITYIO 9KCTPOUIO YaCTO Ha3bIBAIOT
nceBgoakcrpodueit. B pykosopcree Campbell's Urology,
9th ed. 2007, J.P. Gearhart u R.D. Jeffs onpegennnu 6omee
JeTKMe KpUTepun pasfieneHns aTux cocrosHuit [3]. ITces-
IO3KCTPOUS ABJISAETCS OFHUM U3 CaMbIX PEIKUX M KIMHI-
yecku Hanbosee JOOPOKaYeCTBEHHBIX BAPMAHTOB 9KCTPO-
dun, NCIONB3yeTCsI TEPMUH «BEPXHsSL pacuienuua» [1, 3].
IMTanueHTHl MMET BEPXHIOKH 3KCTPOGUPOBAHHYIO 4aCTh
MOYEBOTO ITy3bIPs, OTCYTCTBYET 3HAYMMOE PACXOXKIECHIe
JIOHHBIX KOCTell M MUHMMAJ/IbHBIN He(eKT MBIIIL TIepefHeit
OPIOIIHO CTEHKU, B MOYEBOM Iy3bIpe COXPAaHEH CPUHK-
tep (puc. 10).

VICTMHHYI0 pacnpOCTpaHEHHOCTh STOrO BapuUaHTA
[IOPOKA TPY/HO OIPENeNUTh U3-3a TOrO, YTO MHOTME TN
cllydan NMpOTEKAIT COBEPIIEHHO 6€CCMMIITOMHO U MOTYT
6BITh He IMarHOCTMPOBAHBI.

[TarneHTOB ¢ IPUKPBITON IKCTPOPUEN MOXXHO CUN-
TaTh HALIEHTaMU C KJIaCCUYeCKOM aKCTpodueit co BceMu
CONYTCTBYOINMMY [jIsi SAHHON aHOManuu gedexTami,
pacxox/ieHneM T0OKOBBIX KOCTEN ¥ MPSIMbIX MBIIII] JKI-
BOTa, HO C aHATOMUYECKM IIPABUIbHO CHOPMUPOBAHHBIM

MOYEBbIM Iy3bIpEM, KOTOPBIN YKPBIT TONbKO TOHKOIA,
YacTO MOJTYIIPO3PavyHOI KoXKeil 6e3 MBI MK (aciuab-
HBIM cs10eM [1, 3, 23]. ITynmok 0ObIYHO HMSKO PaCIOIOXKEH.

VmeroTcst cOOOMLIEHNsT O COYETAHHBIX IOPOKAX pas-
BUTWA IPY IPUKPBITOI SKCTPOGUU: aHOMA/INY HaPY>KHBIX
IIOJIOBBIX OPraHOB, Hellep(GOPUPOBAHHBI aHyC, oMpao-
1efie, BUCILlepasbHasA CeKBeCTpalusa KMIIeYHNKA, aHOMa-
JIMU paciljeMHbl Heba, pasgBOEHHBIN KJIUTOP U IOTY-
MUKPOTYM, spina bifida [1, 3, 20-32]. BosnbHble ¢ IPUKPBHI-
TOII 9KCTPO(1eil 0OBIYHO He MIMEIOT CEPhEe3HbIX OTK/IOHE-
HUII CO CTOPOHBI MOYEIIOJIOBONl CUCTEMBI. YpeTpa U
BHYTPEHHMI CpUHKTEp MHTAKTHBI, IAlMEHThl YaCTUYIHO
MJIV IOJIHOCTBIO YAEPXKMBAIOT Mouy [27-29].

A

Puc. 10. Bapocnbii naumeHT ¢ ncefoakeTpoduren. MuHMManbHbIe OTKIIOHEHVS B
CTPOEHMM OPraHOB MOYENOIOBON CUCTEMBI [3]

Fig. 10. Adult patient with pseudoextrophy. Minimal deviations in the structure of
the genitourinary system [3]

BosnbHbIe ¢ IPUKPBITOI 9KCTPOdIeit MOTYT OBITD He-
TOOLIEHEHBI C TOYKY 3peHNs Be/IM4YMHBI JedeKTa npu mep-
BUYHOM BbLABIeHN [25-29]. Kpome Toro, y 3THX naimeH-
TOB MOXKeT Hab/MIORaThCsI PparMeHT «CEKBeCTPUPOBAHHOI!
KUIIKN», paclonaralomniicsa Haj I0/IOBbBIMY OpTaHAMU U
He COOOIIAIoUMIICS ¢ HOPMATbHON MOYENO/MTOBOIl CUCTe-
MOJT M1 KUIIEYHBIM TPakKToM [27, 28].

BceM manmeHTaM ¢ IPUKPBITON 9KCTpodueil BaXXHO
IIPOBECTHM IOJIHBIN 00beM ONEepPaTUBHOTO JeYeHNs, KaK U
IIpY KOppeKuuu 3KCTpoduu upu poxgerun [28-31].

HecMmoTps Ha pefKOCTb MOpPOKa, HEOOXOAUMO MC-
[I0/Ib30BaHMe eAVHON KiaccudUKamuym KOMIIIEKCa IIC-
Haguu-3KCTpouu, IIOCKOIbKY KaXKIbII BapMaHT, B
3aBUCUMOCTH OT TeX MJIM MHBIX aHATOMUYECKUX Hapylle-
HUII U KJIMHUYECKUX IPOsIBIIEHNI, TpebyeT pasHbIX IO -
XOJIOB K JIEYEHUIO.

3AKNMIOYEHMUE

BapI/IaHT Hp]/IKpI)ITO]‘/'I 3KCTp0(1)]/II/I MOY€BOTO IIy3bIPA
MOYKET OBITH AMATrHOCTMPOBAH B IIO3JHEM BO3pacTe, B
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YTO IPUBOAUT K OTCPOYEHHOMY Hadajly Jie4eHuA IOopoKa
PpasBUTHA.

CsoeBpeMeHHasl IMarHOCTMKA ¥ BbIABJIEHME BCeX
IIPOABJIEHNI TOPOKA IMO3BOJIAET HAIIPAB/IATD TAKMX IalN-
€HTOB Ha KOHCY/IbTAlJMIO U JIeYeHNEe B CIIeNaNTN3MPOBaH-
Hble K/IMHVMKU ¥ [eHTPBI, KOTOPbIE MIMEOT YCIIeNIHBI OIIBIT
JIedeHNs feTell ¢ KOMIUIEKCOM SNMCHauA-9KCTPOPUs.

BaxxnbIM B jledeHUM feTeil ¢ IPUKPBITON 3KCTPO-
(et MOYEBOTO Iy3bIPs SIBJISACTCS COOMIOeHNE TIPUHIIN-
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