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MHO>XECTBEHHbIX MOPOKOB Pa3BUTUA MOYENO/I0BOW
N cepaevyHo-cocyancTon cMctemMm U aHAOMEeTpMosa
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PasHOBMAHOCTY aHOMa/MiA U MX NPOsIB/IEHUI B Pa3/INUHbIX BO3-
pacTHbIX rpynnax co3farT Hemasble TPYAHOCTU B pacro3HaBaHum
3TMX NOPOKOB. MHOrVie MOPOKY Pa3BUTUA HECOBMECTUMBI C XKU3-
Hbl0. MpenMyLLECTBEHHO CPeaM NaLMEHTOB C MOPOKaMKM pasBUTUSA
MOUYEMNo/I0BOI CUCTEMbI BCTPEYAOTCS YKEHLLMHbI. [laToreHes no-
POKOB pPa3BUTUSA 0 KOHLIA He 13YYeH. [MaLmeHTbI ¢ BPOXAEHHbIMM
MOpPOKaMN MOUYENOosoBOl CUCTEMbI Ha MPOTSHDKEHUM BCEI YKU3HU
MepeHOCAT MHOMOUMC/IEHHbIE XMPYPrYeckue BMeLLIaTe IbCTBa, Mo-
Ny4yatoT MejKaMeHTO3HOe SIeYeHIe, HarpaB/ieHHOe Ha yCTPaHeHe
OCNOXHEHWIA, CBA3AHHbIX C HAapyLLIEHNEM (DYHKLIWIA.

B JaHHOM K/IMHMYECKOM Crlydae Habnofaincb MHOTFOYMC/IeH-
Hble MOPOKU Pa3BUTKUA MOYENOoBOM U cepAeyHO-COCYANCTOM
CUCTEM, KOPPEKLMIO KOTOPbIX MPOBOAWN Ha MPOTSHKEHUM 19
neT. Kpome TOro, y ;JaHHOW NaLneHTKN NPoBOANIN MeyKaMeH-
TO3HOE U XMPYPruYecKoe fieyeHne 3HA0MeTPUO3a.

MopoKM pa3BuTUA TPe6YIOT MOXU3HEHHOTO NleYeHNS U MaTepu-
anbHoro obecneyeHusi. OHM NPUBOAAT K MHBaNIMAM3ALLMM, acTe-
HM3auuW, cymumpanbHbIM MOMNbITKaM nauveHToB. [Mpu onpe-
[eNeHNN NPUYNH BOSHUKHOBEHWSI MOPOKOB Pa3BUTUSI UX JINK-
BMJALWSA, PaHHSSA AMArHOCTMKa MOFYT MO3BO/IMTb YMEHbLUNTb
KO/IMYECTBO NH0fel, CTpajaloLmnx OT CUMNTOMOB HapyLUeHWs
(PYHKLNIA OpraHoB.

KntoueBble cnoBa: NOpoKW pa3BUT WS MOYENONOBON U CepAeUHO-
COCyANCTOl CUCTEM, 3HAOMETPUO3.

HOMa/iMmn pa3BMTHUS MOYENOOBOIN CUCTEMbI MHOTOUMNC/IEHHbI U
Ana3H006pa3Hb|. BnusHne naTonormyecknx hakTopos B Nepmos,
15-94 fHeli BHYTPUYTPOGHOrO pPa3BMTUSA NMPUBOANT K BO3HWKHOBE-
HWIO 3TOM naTonoruu. Mo cTaTucTUYeCcKUM faHHbiM, 10-14% peTeit
POXAaTCA C Pa3NNYHbIMWN aHOMAIUAMU MOYENOIOBOIN CUCTEMBI. B
Havase, a MIHOr ja B TeUeHWe BCel XXM3HU, HEKOTOPbIE U3 HUX He Npo-
ABNAIOTCA, HO PSZ NMOPOKOB Pa3BUTUA CONPOBOXAAETCA THAXKEbIMU
HapyLIeHNAMM, UHOT ja He COBMECTUMBIMMU C XXU3HbIO [1].

MopoKM pa3BUTMA MOYEMNONIOBOM CUCTEMbI YACTO COYETAIOTCA
C MOpPOKaMu pasBUTUS LPYTUX OPraHoB 1 CUCTEM: KOCTHOM, HEpB-
HOW, cepfievHo-cocyamcToi [2]. Winter n coaBTopbl ONMcani Kom-
OGMHauMIo annasnMm nNoyek (runonnasumn) ¢ aTpesvei Bnaranuwa n
occuukaymeii cpegHero yxa. Mpy KOMGUHALMN NepeYnCneHHbIX
BblLLE BPOX/AEHHbIX aHOMa/INiA ¢ gedhopmaimeil KOCTHOM TKaHW 3Ta
natonorus nony4ymna HassaHne MURCS-accoymaymm (Mullerian
aplasia, Renal aplasia, Cervico-thoracic Somatic dysplasia). ¥
nauyneHToB ¢ MURCS-CMHAPOMOM peHanbHas areHesus unm ak-
Tonma novek Habnwgaetcs B 88% cnyyaes. KombuHauus otcyT-
CTBMA Bnaranuwia, MaTtku (MM Hanuuue ee pyaMmeHTa), aHoMa-
NS NOYEK 1 CKeneTa U3BeCcTHa NoA Ha3BaHWeM cuHapoma Mayer-
Rokitanski-Kuster-Hauser [3]. B nnTepaTtype onucaHbl cnydau
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yHWUNaTepanbHoi peHanbHON areHe3nn y naymeHToB ¢ CUHAPOMOM
Kallmann. Kpome Toro, aHomanum passutus Mo4enonoBoi cucTe-
MbI BbISIBNSILOT Y NauyMeHToB ¢ cuHapomom Goldenhar, VACTERL-
accouuauwuenn, cuHagpomom Turner. (MURCS (Mdlerian duct
aplasia-renal agenesis-cervicothoracic somite dysplasia): a rare
cause of primary amenorrhoea Sunil Kumar and Shruti Sharma).
Mo faHHbIM nTepaTypsbl, y 40% XEHLLWUH C OAHOPOr 0 MaTKOoW
nmeeTca aHoManus passutusa nodek [4]. Ashley n Mostofi oTme-
TUAW, YTO U3 22 NaLUEHTOK C OLHOCTOPOHHE peHanbHOW areHesu-
el y 3 BbIsiBNeHa aHomanus mMaTku (hemiuterus), oTCyTCTBOBaNIM
OfIMH N3 ANYHMKOB M MaTO4Has Tpyba c ToW e cTOpoHbI [5]. Rolen
C coaBTOpaMu BbIiIBUAW Yy 67% NauueHTOK C OAHOPOroi MaTKow
uncunatepanbHyt0 peHasbHYH areHesuto, y 13% n3 HUX Habnto-
fanacb Tasosas aktonus [6]. Li c coaBTOpaMu [SONOXMUAN, YTO Y
30% >KeHLWMH C aHOMa/mell MionnepoBa NPoOToKa AUarHoCTUpo-
Ba/iM areHesunto Noukun [7]. YHunaTepanbHas noyeyHas areHesus
6blna onucaHa B accoumauuy ¢ pyaMMeHTapHbIM MaToYHbIM PO-
romM, aHoOMasIein MaToUHON TPY6bl M AMUYHMKA B TPbKEBOM MELLIKE
npu NaxoBoil rpbixe [8]. BpoxaeHHas 04HOCTOPOHHAS areHe3ns
noyek Habntogaetcsa B 0,93-1,8 cnyyaes Ha 1000 aytoncuii. AHo-
MaJim NOJI0BbLIX OPraHoB HabnogatoTcs y 37-60% XKeHLWMH n 12%
MY>XXUMH C BPOXK/AEHHON YHMNaTepanbHOW peHanbHON areHesnei.
Cpefyn aHomanuin NonoBbIX OPraHOB Y XEHLLMH Yallle BCero gma-
FHOCTUPYIOT areHe3wto, YABOeHWe, PYAUMEHTAPHYIO, OQHOPOrYHO,
[BYPOryt0 MaTKy, YBOEHWe WM OTCYTCTBME BRaranuuia, oTcyT-
CTBME WA TUMOMNA3NI0 AUYHWMKOB, OTCYTCTBME MATOYHbIX TPyO
[9, 10]. Y aBOEHWME MaTKM C 06CTPYKLMEN FeMUBArVHbI - AOBONBLHO
peaKast KOM6MHALMA NOPOKOB, ONMCaHHasa B nuTepatype [11].
BpoxxaeHHble aHOMaNMKM yporeHNTansHOro TpakTa - Hanbonee
4acTo BbISABASEMbIE MOPOKW Pa3BUTUA Y N10LA U HOBOPOXKAEHHBIX.
OfHakKo No/HOe OTCYTCTBME MOYEBOr0 My3bIps ABNSETCA OLHWM
13 cambIX TAXeNblX NMOPOKOB Pa3BUTUSA, KOTOPbIA PeAKO AuarHo-
cTupytoT - 1:600 000, NperMyLLECTBEHHO Y XEHLMUH (COOTHOLLE-
HUe XeHWUH K My>unHam 30:1). OnucaH 61 cnyyain areHesuy mo-
YeBOro Ny3bIpsi, U3 HUX TOMIbKO B 23 - POXKAEHbI XXUBbIe AeTn [12].
B fgaHHOI cTaTbe 6blaM NPOLEMOHCTPUPOBAHbI 0CO6EHHOCTH
[ONAarHOCTUKW, XUPYPruyeckoro neveHns 60/1bHON € 3HAOMETPU-
030M ¥ aHOManuei pasBuTUA MOYENO/0BON U CepAeUHO-CoCYaun-
cToi cuctem. Mpy 3TOM 6bIIM NPOBESEHbI 0BLLENPUHATLIE KNU-
HWMKO-NabopaTopHble, MHCTPYMEHTaNbHbIe NCCNEeA0BaHMA.

KnunHunyeckuii cnyyai
MauneHTka /1., 1995 r.p., xutenbHuua Montaeckoii o6nactu,
rocnuTann3npoBaHa B NaaHoBOM nopsgke 11.12.2017 r. B xupyp-
rMyeckoe OTAeNeHne KAMHUYecKoi 60nbHMLbI Ne 10 no Hanpas-
neHuo 'Y «HCTUTYT negmatpum, akyLwepcTsa U rMHeKoNornm
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AKTYAJNbH

UMeHW akageMmka E.M. JTlykbAHOBOI HaunoHanbHO akageMmm
MeLULMHCKMX HayK YKpauHbl» C [MarHO30M: [BYXCTOPOHHWE
3HAOMETPUONAHbIE KUCTbI ANYHWKOB. [iByporas maTtka. [ema-
TOMeTpa. emaTocanbNUHKC cnpasa. JucreHesns LWenkn MaTku.
CoCTOsHME MOCNe XUPYPrUYeCKOro NieYeHNs BPOXKAEHHbIX aHo-
Manuii MoOYeBOl M CepAeYHO-COCYANCTON cnucTeM. XpoHUYecKas
60n1e3Hb NoYeK. AHrMoAMNoOMa eBoi NoYkn. MoyekameHHas 60-
Ne3Hb. XPOHWNYECKUNIA KanbKyne3Hblil XONeuncTmT.

C 27.11.2017 r. no 11.12.2017 r. 60nbHas Haxogunacb B OT-
[eneHnn onepaTMBHOM TUHEKONOrMU B WHCTUTYTe neguatpuu
aKyLlepcTBa v FTMHeKONornM HaumoHanbHoOM akageMmn MeanumH-
CKMX HayK YKpaviHbl, e BbINOMHEHbI feTalbHblil CO0p aHaMHe3a,
o6cnefoBaHWe, NpejonepaLoHHas NoAroToBKa U IeYeHne noyey-
HoWi HegocTaTouyHOCTW. Mpu o6cnefoBaHun B Y «HCTUTYT ne-
[LMaTpum akyLwepcTBa u FTMHeKoN0ruM UMeHn akasemuka E.M. Ny -
KbAAHOBOM HaluoHanbHON akageMuy MeauULMHCKUX HayK YKpau-
Hbl» GbIIM NOMYYeHbl CeaytoLme pe3ynbTaThl. M0 AaHHbIM:

- obuwero aHanunsa kpoeu (10.12.2017 r.): apuTpPOLMUThLI -
4,19x102n, remorno6uH - 120 r/n, neiikounTbl - 51 x109n,
CO3 - 17 MmMm/u, rnoKo3a Kposu - 7,7 MMONb/n;

- OMOXMMMWYECKOr0 aHanusa KpoBu:
9,7 MKmonb/n, moyeBMHa - 7,8 MMoOnb/A,
157 mkmonb/n, 0bwmii 6enok - 59 r/n.;

- koarynorpammbl (04.12.2017 r.): ¢mbpuHoreH - 3,77 r/n,
nbpuH - 17 mar/n, NTU - 78%;

- obweroaHanmn3amoum (10.12.17r.): 6enok - 0,99 r/n, aputpouu-
Tbl - 46-86 B none 3peHus, nenkouuTbl - 30-40 B Nosne 3peHuns, oc-
thaTbl - 60/bLLIOE KOMMYECTBO, BaKTepPUU - ++, CIU3b FYCTO MOKPbIBAET
nose 3peHus, ANUTeNNi NOMMOPGHBIA B 60/bLIOM KOMMYECTBE.

Y3W opraHoB 6ploLLHO/ MONOCTU U OpraHoB Manoro Tasa
(27.11.2017 r.): NneyeHb B pa3Mepax He yBe/NYEHa, 3XOreHHOCTb Mo-
BblLLEHa, CTPYKTYpa OAHOPOAHAasA. BHYTpUneyeHoUHbIe MPOTOKM He
paclumnpeHHble. Xonefox 5 mm. BopoTHas BeHa 11 mMm. YKenuHblii
ny3blpb He YBe/MYeH, CTeHKa - 3 MM, KOHKPEMeHTbI - 40 18 MM.
[MopxenynoyHas »kenesa: ronoska - 14 mm, teno - 11 mm, XBOCT -
15 MM, CTPYKTYpa OAHOPOAHas, 3XOr€HHOCTb He MOBbILLIEHa.

Moukun: npaBas onylleHHasa - 84*51 MM, yalleyHO-10XaHou-
Has cucTemMa - 27*24 Mm; neBas Moyvka - 74*41 mm, rmapoHedpos.

Teno maTku - 49*35*33 MM, CMelLLEeHO BneBo, M-06pa3Holi 130-
rHyTOM hopMbl. KOHTYpbI TeNa MaTKu YeTKue, NOBEPXHOCTb POBHAS.
CTEHKM CUMMETPUYHBI MO TONLWMHE. SHAOMETPUIA TONLLMHOW A0
1,3 MM (ropmoHanbHas ameHopes). [onocTb MaTKy He paclumpe-
Ha, He flehopmmpoBaHa. JnvHa weinku maTku 30 MM, KaHan LUeiiku
MmaTkn 6e3 ocobeHHocTeld. CripaBa BM3yanun3npyeTtcs obpasoBaHue
OBa/IbHOW (POPMbI C YETKUM KOHTYPOM, BbINO/HEHO MeNKOAU-
cnepcHbIMK 06pa3oBaHMaMU 75%52 MM, K HVXXHEMY Kpato npune-
raet ANYHMK 54*31 Mm, coaepXXnT 06pa3oBaHMs MeNKOLMCNEePCHO
CTPYKTYpbl 36*21 MM. Mexay npaBbiM SUMHUKOM U MaTKOR BU3Y-
anu3npyeTcs pacluMpeHHas crnpasa Tpy6a, ¢ 9X0(+) COAePXMMbIM
61*29 mm. Busyanusaums neBoro AMYHMKa 3aTpyaHeHa.

3aknoueHve: JHAOMETPUONLHAA KUCTa NPaBoOro SUYHMKA.
MpaBOCTOPOHHUIA remaTocanbnMHKC. CnaeyHblii npoLecc opra-
HOB Ma/ioro Tasa. JHAOMETPYOMA BO3MOXHO IEBOT0 ANYHUKA.

MPT opraHoB manoro Tasza (09.09.2017 r.): Ha cepun MP-
TOMOrpaMM OTMeYarTCcs aHoOManuu pa3BuTua MaTkn. B nonoxe-
HUK aHityereto aHLLlexto oTMevaeTcs CMeLLeHHas BfieBO OAHO-
poras maTtka pasmepamut 61*31*26 mMm. 3o0HanbHas aHaToOMUSA ee
CHWXEHa, NepexofHas 30Ha He BblpaXeHa, LUMPUHa 3HL0MeTpUs
2 MM. Ha rpaHuue HWKHeli TpeTu Tena maTka M-o6pasHo gedop-
MupoBaHa. Lllelika MaTKu He6OMbLINX pasMepoB, COeAMHAETCS
C BaranuiLem, KaHan LWerkn MaTku WupuHoii 2 MM. K npasbim
oTAenaMm MaTku NPUAEXWUT HENPaBUIbHOW OKPYTrN0i hopMbl 06-
pas3oBaHue 57*46*68 MM C YETKMMU KOHTypamu, CTeHKamu no
CTPYKTYpE ¥ CUTHAaNbHLIM XapaKTepuCcTMKam, NAeHTUYHbIM MUO-
MeTpuio (Hambonee BEPOATHO - W30MMPOBAHHBIA pygUMeEHTap-
HblA por mMaTtku), B NONOCTW 3TOr0 06pa3oBaHus onpefenseTcs
remopparvyeckoe cogep>xumoe. LLlelikay gaHHOro pora He BU3y-

oUNMpyouH -
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anmsmpyetcs. K BEpXHUM ero oTaenam nNpuneXxxmT HenpaBuabHOW
(hOpMbl KUCTO3HO-CONUAHbLIA KOHrOMepaTt, MpefcTaBieHHbI
paclUMpeHHON BOrHYTOW, 3anO/HEHHON remMopparnyeckum co-
LEPXKMUMbIM MaTO4YHO TPYy6OiA, CnasHHOW C NpaBbiM SUYHUKOM.
B CTpyKType ANYHNKOB BU3Yanu3nmpyeTcs HECKObKO (hONNNKY-
nos. K nepegHvum oTAenam NeBoro pora MaTku NPUAEXuT NeBbli
ANYHUK C HEYETKUMU KOHTYpamu 3a cyeT (hMOPO3HO-CNaeUHbIX
M3MEHEHN Manoro Tasa. B AWYHMKe HECKONbKO (ONMWKYNOB
(amameTpom 3-11 MM) 1 ABe KUCTbI C 6eNKOBbIM (remopparmnye-
CKWUM COLEPXMMbIM) AnameTpom 40 7 MM. CBepXy K NeBOMY AnY-
HUKY MPUNEXMNT AUCTOMMYHAA, pOTOBaHas feBas noyka, B KOTo-
PO 0TMeuaeTcs pacLUMpPeHune YalleyHo-10XaHOYHON CUCTEMDI.

CTeHKa Bnaranviia paBHOMEPHOW ToNWMHbLI. Mou4eBoi ny-
3bIpb B TUMMYHOM MECTE He BU3yanusupyetca. B ero npoekuuu
ecTb LieneobpasHoe nonoe obpasosaHue (MPUMEPHO pPasMepom
31*28*5 mm), noanaeHoe K nepefHeil CTeHKe Bnaranuwia, 6e3
NPU3HaKOB MOYeNCNyCKaTe/lbHOro KaHana U MO4YeBOfOB, pPyAu-
MEHTapHbI MOYEBOWA NY3bIpb.

B npaBoii noaB3foLwHoN 06nacTy (Hag KOHr1IoMepaToM M3 Ma-
TOYHO TPY6bI ¥ NPABOr0 ANYHMKA) BU3YaIN3NPYETCA HENPaBUbHOW
(hopMbl N0N0e 06pa3oBaHye C XXUAKOCTHBIM COAEPKMMbIM, B NPOCBe-
Te KOTOPOro HeJlb38 UCK/KYUTb KOHKPEMEHT pasMepamun 12*7*7 mm
- Hanbonee BepOSTHO, CHOPMUPOBAHHbI MOYEBOI My3blpb. Moue-
TOYHWMKM He BM3yanuampyroTcs. MpaMas Kulka, napapeKTaibHas
KnetyaTka 6e3 0cob6eHHOCTel. JIMdaTnyeckmne y3nbl B NONOCTM Tasa
He yBenmyeHbl. CBOBOAHON XUAKOCTY B Ma/IOM Tase HeT.

Mo gaHHbIM KT (28.11.2017 r.): CuHycoBas bpagukapaus,
YCC 52 B 1 MWH, HOpManbHOE MONOXEHMe 3N1IEKTPUYECKOA ocK
cepaua - 45a AnddysHble M3MEHEHNA MMOKapaa.

3xokapguorpadusa cepaya (12.09.2017 r.): Cuctonuyeckas
(hyHKLMS NeBOro Xenyfoyka coXxpaHeHa, paHHWe NpuU3Haku gua-
CTONNYECKOW AnChYHKUMKW. [laBneHne B ManoMm Kpyre KpoBoO-
06pallieH A He NOBbILUEHO.

PeHTreHorpagms opraHoB rpyaHoi knetku (28.11.2012 r.):
Mons nerkmx 4nctble. KOpHW Nerkmx CTPYKTYpHO 6e3 n3MeHe-
HUA. CuHyCbl CBO60AHBI. 'paHmMLbI cepaua 6e3 0CO6EHHOCTENA.

13 aHamHe3a XXM3HW YCTaHOBMEHO, YTO B JeTCKOM BO3pacTte y
nauneHTKN BbISBEHbI M YCTPaHEHbI MYy TEM XMPYPruyecKMX BMeLLa-
TeNbCTB MHOXECTBEHHbIE MOPOKY Pa3BUTUS MOYEBOI U CepaeYHO-
COCYAMCTOM CUCTEM: anna3ns MOYEBOro nysbIps, YABOEHWE NEBOT0O
MOYETOYHMKA, SKTOMNN MOYETOYHUKOB BO BNaraiviLle, BnarauLiHo-
MOYETOYHMNKOBbIE CBULLM, YABOEHWNE NEBOIA NOYKU, IKTOMMNS MOYEK
(noaB3LoLWwHOoe pacnonoXeHne Npasoli NMOYKK, Ta30BOe pacnono-
XKEHUWe MOYeK CneBa), CTEHO3 NErO4YHON apTepuu, AedeKT Mex-
npescepaHoi neperopogku. B Bo3pacTe Tpex NeT onepupoBaHa
no MoBOJY aHOManuii pasBuTUA CepaevHO-COCYAMCTON CUCTEMDI;
BbINONHEHbI: Ba/bBYNOTOMUA, NNacTUKa AetekTa Mexnpescepa-
HOW neperopofku. B 2004 rogy npoBefeHa XMpypruyeckas Kop-
peKuMs annasMm MOYeBOr0 Ny3bIps W 3KTONUW MOYETOYHWUKOB
(vneouekouucTonnactTmka no metogmke Indiana-pouch c BbiBe-
[eHneM anneHAUKOLUCTOKYTaHeOCTOMbI U YpeTpoMIe0aHacToOMO-
30M Cnpa.a), Yepes 6 Mec - 1lanapoToMus, YpeTpomIeoaHacTomMos
CneBa, ApeHnpoBaHmne 6proLwHoi nonoctu. B 2008 rogy nposeaeHa
peBM3nsA apTUULMANbLHOr0 MOYEBOrO My3bIps, perMniaHTauus
MOYETOYHMKOB C 06emx CTOPOH B HeouucTuc no BuTuentio, 3a-
KpbITUE WMNEOLNCTOKYTaHEOCTOMbI, YAaneHne KOHKPEMEHTOB MO-
YeBOro ny3sbipsA. B 2009 rogy BbIMOMHEHA HUXKHAA NUeNope3epBy-
apocTomus cnesa. B nepnog nonoBoro co3peBaHus y NauMeHTKu
BbISIBNEHa BPOX/EHHas NaTonorma nosoBoi cUCTeMbl (4Byporas
MaTKa). YCTaHOB/IeH AMarHo3 sHAOMeTprosa, no noBojy KOTOpo-
ro naumeHTKa nofiydana KOHCepBaTMBHOE fieYeHne (AUeHorecT).
B 2014 rogy nof KoHTposnem Y 3W BbINOMHEHO ApeHWpOBaHWe
3HJOMETPUONAHON KNCTbI 1€BOT0 ANYHMKA. B 2015 rogy npousse-
[eHa NyHKLMA 6PIOLLHOM NONOCTM Yepes 3a4HWI CBOA Bnaranuia,
[peHvpoBaHue 06beMHOI0 06pa3oBaHWUsA Manoro Tasa, 3BaKympo-
BaHO 0 500 M NM3MpoBaHHOW KpOBU. HeCMOTpPSA Ha NPoBOAMMOE
NeyeHue, COCTOSHUE MaLMEHTKM He YNyyLWaoCh, NO-MpexHemy
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6ecnoKoun BblpaXXeHHbIi 60M1EBOI CMHAPOM B HMXXHUX OTAenax
XKUNBOTa, ycunmearowuiics Bo Bpems mensis (10 6anoB no wkane
Mak-I'vnna). MHoOrouncneHHble onepaTuUBHbIE BMeLLATeNbCTBa,
60NeBOV CUHAPOM NPUBENN K aCTEHW3aLMMN NaLNEHTKMN.

B ycnoBusax oTAeNeHUA OnepaTMBHON rMHekonorun B UH-
CTUTYTe MNejmaTtpuu akyllepcTBa U rMHekonorum HaumoHanb-
HON akafeMun MeAULMHCKNX HayK YKpauHbl nauueHTKa 6Gblna
NPOKOHCY/bTUPOBaHa He(posIoroM M KapAvmoaoroM, NpoeefeHa
npegonepayMoHHas noarotoeska (copa-6ydep, nunuH, uedone-
pasoH), ycTaHOB/EH anuAaypanbHbIi KateTep.

Mpwn rocnuTanmsaumm B KNMHUYeckyto 6onbHMLY Ne 10 cocTo-
AHUWe NaLMeHTKN OLEHEHO Kak cpefHel TshxecTu. Mynbc - 68 ya/
MuH, ALl - 130/70 mm pT.cT. )KMBOT NPUHMMAET yyacTue B aKTe
[bIXaHus, 601e3HeHHbIV NpY NanbnaLyn B HKHKUX oTaenax. Ha ne-
pefHei GPIOLLHON CTEHKE, HUXXe MYMKa Ha 2 CM, 0TMeYaeTcs Hapyx-
HOe CBULLEBOE OTBEpPCTME AMamMeTpoM 5 MM, yepe3 KOTOpoe nauu-
€HTKa OMOPOXHAET KaHAyWT. B NnpremMHOM OTAeNeHNN YCTaHOBNEH
[MarHo3: YporeHUTa/bHbIA cuHyc. CocTOsHME nocie onepaTve-
HOTO fleYeHns MOPOKOB MOYEBOI W CepAeYHO-COCYANCTON CUCTEM.
XpoHuyecknini nuenoHedpuT. MoyekameHHas 60/e3Hb. HAOMe-
TPUOWAHbIE KUCTbl ANYHMKOB. [Byporas matka. ematomeTpa. e-
MaToCanbNMHIC cnpasa. XPOHUYECKUIA KafibKyNe3HbIA XONeLucTuT.

Mpu rocnutanmnsauum 11.12.2017 1. 06WMiA aHanM3 KpoBu:
apuTpounTsbl - 3,4x1012n, remornobuH - 125 r/n, neiikouuTbl -
7,2x109n, rntokosa KpoBu - 4,7 MMOAb/N; BUOXMMWUYECKWIA aHaNN3
KpoBW: 6UMANPY6OWH - 15 MKMObL/N, MOYeBMHa - 8,8 MMO/b/N, Kpea-
TUHWH - 138 MMONbL/N; 06LLMIA aHaIM3 MOYW: YAenbHbI Bec - 1,015,
pH - 7,3puTpouunTbl - 2-4 B NOe 3peHns, neinkouuTbl - 8-10 B none
3pEHNs; MMKPOGMONOrnyeckoe uccnegosaHne moun (12.12.2017 r.
Ne 136-137): E.coii - 109 yyBcTBUTENbHA K LiehonepasoHy, Lynpo-
thnokcaunHy, muponuHemy. Mpu Y 3W opraHos 6prOLLHO NOM0CTY
12.12.2017 r. B ManoOM Ta3e BbIBNEHO 06LEMHOE 06pa3oBaHWe -
54*57 mm, cTeHKa - 14- 15 MM, COAEP>KMMOE reTeporeHHoe. Mo gaH-
HbiM JKT: cuHycoBas 6pagukapaus. Mocne AByXAHEBHOM Npejone-
paumoHHoR noarotoBkn 13.12.2017 r. N0 NOBOAY 3HAOMETPUOAHBIX
KUCT AMYHUKA, NPaBOCTOPOHHEr0 reMaTocanbrmHrca, aHomanuii pas-
BUTUA MaTKW (4BYporas Matka), remMaToMeTpbl MpaBoro pora MaTku
BbIMO/IHEHA ABYXCTOPOHHASA pe3eKLns AMYHUKOB C SHAOMETpUONS-
HbIMU KUCTamMK, TY6IKTOMUSA Cpasa, yAaneHve NpaBoro pora MaTku
C remaTomeTpoii, agresvonusuc. O6Llee BpeMs onepaLmmn cocTaBuno
54 05 MuH. ObLee Bpems aHecTe3un - 54 40 muH. O6e3601mBaHNe
- 3HAoTpaxeanbHbI Hapko3. KposonoTeps - 50 mn. JocTynom no
MpaHHEHLUTWALO C UCCeYeHVeM NOC/e0NepaLiOHHOr 0 py6LaBbINon-
HeHalanapoToMus. B GptOLLIHON MONOCTU - BblPaXEHHbIA CNaeyHbIii
npouecc, B KOTOPbIA BOBNEYEHbI NETN TOHKOTO KMLLEYHMKA, MaTKa,
MaTOUHble TPY6bl, AUHHUKM.

MaTka npefcTaBneHa B BUAe ABYyX 006pa3oBaHuii, nesblii por
MaTKM CMeLLeH BIEBO A/IMHON [0 7 CM, LUMPUHOI A0 4 CM, TONL M-
HOM 4 cm. TMpaBblil por pacrnofiokeH CamoCTOATeNIbHO, OTAENbHO
OT NeBOro pora, f47nHa, WWpNHA U ToNWMHA 8o 7 cm. MNpasas ma-
TOYHaAa Tpy6a AgunatuposaHa 4o 3 cM, AnuHoi go 10 cM, B uCT-
MWYECKOM OTAeNe AuaMeTp MaTo4yHoi Tpybbl 0,5 cm. Mpasblii

KniHiYHMI BUNagoK AiarHOCTUKN, NiKyBaHHS
eHOOoMeTpPio3y i aHOManii po3BUTKY CTaTEBOI
cucteMu. KniHiuHe cnocTtepeXeHHsA MHOXUHHUX
Ba/J PO3BUTKY CeHOCTaTeBOi Ta CepLeBO-CYANHHOT
CUCTEM Ta eHAOMeTpio3y

A.l. ApoHoB, B.J1. ApoHOBa, J1.A. PouiiHa,

P.C. Tecniok, €.P. fleiiHeka

PisHoBMAaM aHomanili i ixHix NposBiB y Pi3HNX BIKOBUX Fpynax CTBOPHOE
yumani TPyZLHOLWi Yy po3ni3HaBaHHI UuXx Bag. baraTo Bag pO3BUTKY
HECYMICHI 3 XXUTTAM. [NepeBaXXHO cepep MauieHTIB 3 Bajamu PO3BUTKY
CeyoCTaTeBoi CUCTEMM 3YCTPIYAOTLCA XKiHKW. [aToreHe3 BUHWKHEHHS
Ba/, PO3BUTKY [0 KiHLA He BUBYEHWIA. MalieHTV 3 BPOAKEHUMU Bajamm
CeyoCTaTeBoi CUCTEMU NPOTAFOM YCbOrO XXUTTS MEPEHOCATb YMCEHHI
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ANYHUK COLEPXUT KUCTY A0 5 CM B AuameTpe, NEBbIA ANUYHUK
COAEPXMUT KUCTY A0 2 cM B guameTpe. pu NyHKLMM NpaBoro
pora mMaTKu nofyyeHa NMM3MpoBaHHas KpoBb. BbinonHeHo ypaane-
HVe NPaBoro pora MaTku ¢ reMaToOMeTPOi, NPaBOCTOPOHHAS Ty6-
IKTOMUS, pe3eKLna SUYHUKOB C IHLOMETPUOUAHBIMU KUCTaMMU.
BptoLlHasa NonocTb NPOMbITA, OCYLLEHA, APEHNPOBaHa.

Makponpenapartbl:

1 TkaHb NPaBoOro ANYHMKA C KUCTOW A0 5 CM B AnameTpe, Ha
paspese COAEPXUMOE remMmopparmyeckoe.

2. TKaHb N1eBOr0 ANYHMKA C KACTOI 0 2 CM B AMameTpe, Ha
paspese COAEPXUMOE remMmopparmyeckoe.

3. MpaBas MaTo4Hasa Tpyb6a AnuHOi 0 10 cM, WUPUHORA A0
3 CM, COAEPXNMOEe MYTHOE.

4. MpaBbIi por MaTKW NpeAcTaB/eH B BUAE 3aMKHYTOr0 OKpYy-
rnoro obpasoBaHWs AMamMeTpoOM A0 7 CM, Ha paspese CTeHKa [0
3 cM, N0N0CThb A0 5 CM 3aN0/IHEHA KPOBbIO.

Pe3ynbTaTbl NaTOrMCTONOrNMYECKOro nccnefosaHus Ne 12720-
12733 ot 27.12.2017 r.. DHAOMETPUOUAHbIE KUCTbl AUYHUKOB.
'maponunocanbnuHre. Por Tena MaTkW € aAeHOMWO30M W NOIMIOM
3HAOMETPUS.

MocneonepaLnoHHbI Nepuog NpoTekan 6e3 0cobeHHOCTEN,
nonyvana uegonepasoH, NeLUTUH, HACTOlKY necnesefbl ronoB-
4aToW, maHTonpason, 6ynMBOKaMH B aNUAYpPaNbHbIA KaTeTep.

bonbHaa J1. BbiNMcaHa W3 cTauMoHapa Ha 7-€ CYTKU
(18.12.2017 r.) BYLOBNETBOPUTENBHOM COCTOSAHMM. CPOK JaHHO-
ro HabnwogeHuns coctaBun 8 Mec. Ha cerogHs 60neBoi CUHAPOM B
HWKHUX 0TAenax XunsoTa naumeHTKy He 6ecrokouT.

BblBOAbI

Pa3Ho06pa3ve aHOManiA 1 NX NPOSIBNEHNIA B Pa3NNYHbIX BO3-
pacTHbIX rpynnax co3aaeT HeMasible TPYAHOCTH B pacno3HaBaHWm
3TWUX NOPOKOB. MHOrVe NMOPOKM Pa3BUTUS HECOBMECTUMbI C XKMN3-
Hbt0. MpenMyLLeCTBEHHO CPeAM NaLMEHTOB € MOPOKaMM pa3BUTUS
MOUY€eMNosIoBOI CUCTEMbI BCTPEYAKOTCS XKEHLUMHBI. MaToreHe3 nopo-
KOB pa3BUTUS [0 KOHLA He M3yyeH. MaumeHTbl C BPOXAEHHbIMU
NMopoKaMn MOYEMNo/IOBOI CUCTEMbI Ha NMPOTSHKEHUM BCEIA XU3ZHU
NepeHoCHT MHOTOUYUCIEHHblE XUPYPrUYeckue BMeLLATeNbCTBa,
nonyyarT MeAVKaMeHTO3HOE NeyeHue, HanpaB/ieHHOe Ha ycTpa-
HeHVe OCNOXHEHWIA, CBA3AHHBIX C HapyLUeHNEM QYHKLIA.

B faHHOM K/MHUYECKOM Cfy4ae HabaoAannch MHOrouuc-
NeHHbIe NMOPOKM Pa3BUTHS MOYENOOBOI M CepLeYHO-COCYANCTOM
CUCTEM, KOPPEKLMIO KOTOPLIX MPOBOAWAN Ha MPOTSXeHUW 19 neT.
KpoMe Toro, y AaHHOI NaLneHTKX NPOBOANAN MeLMKaMEHTO3HOE
1 XUPYPruyecKoe fneveHmne 3HA0MeTpKO3a.

Hy>XHO OTMEeTWTb, YTO NoGble MOPOKM pa3BUTMS TpebytoT
MOXW3HEHHOT0 JIeYeHUs1 1 MaTepuanbHOro obecneyeHns. OHU
NPUBOAAT K UHBaNUAU3aLMM, acTeHU3aLMKN, CyMLnanbHbIM No-
NbITKaM NaLueHToB.

3HaHWe NpUYMH BOSHUKHOBEHWS NOPOKOB PasBUTUSA, UX TUK-
BUAALMSA, PaHHAS AMArHOCTMKA MOFyT MO3BOAMNTb YMEHbLUUTb
KOMMYeCTBO NOAEN, CTpajarolmx OT CUMMMNTOMOB HapyLleHus
(DYHKUWIA opraHoB.

XipypriyHi BTpyYaHHs, OTPUMYIOTb MeMKaMeHTO3He fliKyBaHHS, cnps-
MOBaHe Ha YCYHeHHs YCKafHeHb, NOBA3aHNX 3 MOPYLLEHHAM (yHKLil.
Y [paHoMy KNiHIYHOMY BMNajKy CRocTepiranncs YMCneHHi Bagu pos-
BUTKY CeYOCTaTeBOT Ta CEPLIEBO-CYANHHOI CUCTEM, KOPEKLLit0 AKUX Mpo-
BOAWAM npoTarom 19 pokis. Kpim Toro, y faHOT NawieHTKM NpoBoaunmv
MeJMKaMeHTO3He i XipypriuHe NiKyBaHHA eHA0MeTpio3y.

Baan po3BUTKY BMMaraioTb [OBIYHOIO NiKyBaHHA i MaTepianbHOro
3abe3neyveHHs. BoHu npu3BoaATb [0 iHBanigm3auii, acTeHisauii,
cyiynganbHUX cnpob nauieHTiB. Y pasi BU3HAYeHHS MPUYUH BUHMK-
HEHHA Baj PO3BUTKY iXHA NiKBIfaLif, paHHA fiarHOCTUKa MOXYTb [0-
3BONINTU 3MEHLLUTU KiNbKIiCTb NOfEN, SKi CTpaXAatoTb Bif CUMMNTOMIB
NopyLLUEHHs (hYHKLiiA opraHiB.

Knto4vosi cnoBa: Bay po3BUTKY CeHOCTaTeBOl Ta CepLeBo-CyaNHHOT
CUCTEM, EHJOMETPIO3.
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AKTYAJTbHBbBIE

Clinical case of diagnosis, treatment

of endometriosis and abnormal development of the
reproductive system. Clinical observation of multiple
developmental disorders of the genitourinary

and cardiovascular systems and endometriosis

0.1. Dronov, V.L. Dronova, L.A. Roshchina,

R.S. Teslyuk, E.R. Deineka

Varieties of anomalies and their manifestations in different age groups
creates considerable difficulties in recognizing these defects. Many
malformations are incompatible with life. Mostly among patients with
malformations of the urogenital system are women. The pathogenesis
of developmental malformations is not fully understood. Patients with

TEMbl

congenital malformations of the genitourinary system undergo numer-
ous surgical interventions throughout life; receive medication, aimed at
eliminating the complications associated with dysfunction.

In our clinical case, we are faced with numerous malformations of the
urogenital and cardiovascular systems, whose correction has been car-
ried out for 19 years. In addition, this patient underwent medical and
surgical treatment of endometriosis.

Malformations require lifelong treatment and material support. They
lead to disability, astenisation, suicidal attempts of patients. When
determining the causes of malformations, their elimination, early di-
agnosis can reduce the number of people suffering from symptoms of
organs’s dysfunction.

Key words: urogenital and cardiovascular malformations, endometriosis
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