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PEDEPAT

BBEJZIEHVIE. AHOManuu passutmnsa MaTKn 1 BRaranviia B psiAe Ciy4yaeB CoO4eTaloTCs C MopokaMu ModyeBoro Tpakrta. Moato-
MYy aHann3 KIVHUYECKUX CUTYauni, CBA3aHHbIX C COYETAHHOM YPOreHUTaNIbHOW NaTONOrMen y eBoYEK, MMEET akTyaslbHOE
1 npakTuyeckoe 3HavyeHue. LJEJIb: OueHUTb COCTOSIHME PENPOAYKTUBHOIO 300PO0BbS Y AEBOYEK C aHOMANUSMU PENPOayK-
TUBHOW cdepbl, areHesnel NoYkn 1 Apyrumu 3abonesaHmamMu ModeBoro Tpakta. [MAUMEHTBI U METO/ZbI. ViccneposaHue
npoBeaeHo y 5 AeBoYek NOAPOCTKOBOIO BO3pacTa, U3 HUX 3 MauMeHTKM — ¢ areHesuneit noykn, 1 naumeHTka — ¢ gucmeTabo-
nnyeckon HedponaTtmen n HedponTo3oMm, 1 naumeHTKa — C peKyppeHTHON nHdekumnen modebix nyten (MMI). Mpun anannze
KIMHUYECKUX Cly4yaeB npeacTaBieHbl aHaTOMO-(PYHKLMOHabHble 0COOEHHOCTM PEnpPOaAYKTUBHOM cucTemMbl. PE3Y/IbTATHI.
MepBble 3 KNMHMYECKMX CllyHasi CBA3aHbl C HANIMYMEM Y AeBOYKM areHe3um noyku. B 1-m knnHnyeckom cnyyae npeacraBneHa
KMHUKa cuHagpoma Manepa—PokutaHckoro—Kioctepa—Xaysepa (CMPKX) Il Tvna, Bktodas annasuio MaTky WU BRaranmia n
NMOpPOK PasBUTUS Novek. Bo 2-M KIIMHMYECKOM Cly4ae nokasaHo, YTO COBPEMEHHOE TpaHCabaoMUHANbHOE YbTPa3BYKOBOE
nccnenoBaHne opraHoB Masnoro Tasa aHanornyHo MPT, no3BONSIET BbISIBUTL CUHAPOM XepnnHa—BepHepa-ByHaepnnxa. Are-
He3us MoYKN ABNSETCSH OOHUM U3 NPOSBAEHNA TPMCOMUN 22-11 Napbl XPOMOCOM, YTO OTMEYasioCh Y NauneHTKN U3 3-ro KInHn-
4yeckoro cnyyas. 4-i KNMHNUYECKWiA cryyaili cBsidaH ¢ TEM, YTO NMaToorvs novek, Bkioyas HedpponTos, AucmeTabonnyeckyo
HedponaTnio, MOXET CoYeTaTbCsl C HAPYLLUEHMEM MOJI0BOro pa3BuTtus. B 5-m knnHuyeckom cnyyae onvcad CMPKX | tmna y
nauMeHTKM C PeKyppeHTHOM nHdpekumein modeBbiBoaaLwmx nyten. SAK/TOYEHUVE. BpoXaeHHbIE MOPOKN Pas3BUTUS XKEHCKNX
NMoNOBbLIX OPraHOB — peakas natonorus, Tpebytowas ocoboro BHUMaHUS. B CBSI3M ¢ HeAOCTaTOYHBIMU JAaHHBIMW, KacaroLwMn-
Csl MexaHM3Ma pPasBUTUS MOPOKOB MOYEMNOJIOBOM CUCTEMBI, AaHHas NpobriemMa TpebyeT AanbHenWwero A4eTanbHOro N3y4eHus.

KnioueBbie cnoBa: areHe3us No4km, aHOManum pa3BuTrs MaTkn 1 BRaranumiia, penpoaykTMBHbIE HAPYyLUEeHNA
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ABSTRACT

BACKGROUND. Anomalies in the development of the uterus and vagina in some cases are combined with defects of the uri-
nary tract. Therefore, the analysis of clinical situations associated with combined urogenital pathology in girls is of current and
practical importance. THE AIM: to assess the state of reproductive health in girls with reproductive anomalies, renal agenesis,
and other diseases of the urinary tract. PATIENTS AND METHODS. The study was conducted in 5 adolescent girls, includ-
ing 3 patients with kidney agenesis, 1 patient with dysmetabolic nephropathy and nephroptosis, and 1 patient with recurrent
urinary tract infection. In the analysis of clinical cases, the anatomical and functional features of the reproductive system are
presented. RESULTS. The first 3 clinical cases are associated with the presence of kidney agenesis in the girl. In 1 clinical case,
the clinic of the Mayer-Rokitansky-Kuester-Hauser syndrome (SMRKH) type Il, including aplasia of the uterus and vagina and
renal malformation, is presented. In clinical case 2, it was shown that modern transabdominal ultrasound examination of the
pelvic organs, similar to MRI, can reveal the Herlin-Werner-Wunderlich syndrome. Agenesis of the kidney is one of the manifes-
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tations of trisomy of 22 pairs of chromosomes, which was noted in a patient from 3 clinical cases. 4 clinical cases is associated
with the fact that kidney pathology, including nephroptosis, dysmetabolic nephropathy, can be combined with impaired sexual
development. In 5 clinical case, type | SMRCC was described in a patient with recurrent urinary tract infection. CONCLUSION.
Congenital malformations of the female genital organs are a rare pathology that requires special attention. Due to insufficient
data concerning the mechanism of development of malformations of the genitourinary system, this problem requires further

detailed study.

Keywords: agenesis of the kidney, abnormalities in the development of the uterus and vagina, reproductive disorders

Jna muruposanust: Yeborapesa FO.1O., Jlerudos I'M., Poguna M.A. CoueTaHHble ypOTCHUTAIbHbIC AaHOMAIHU PA3BUTUSI U CTAHOBJICHUE PEIPOLYK-
THUBHOTO 3/10POBbsl y AeBoueK. Heghponoeus 2021;25(6):99-105. doi: 10.36485/1561-6274-2021-25-6-99-105

For citation: Chebotareva Yu.Yu., Letifov G.M., Rodina M.A. Combined urogenital abnormalities of development and the formation of reproductive
health in girls. Nephrology (Saint-Petersburg) 2021;25(6):99-105. (In Russ.) doi: 10.24884/1561-6274-2021-25-6-99-105

BBEAEHUE

B mupe oxomo 40-50% ciryqaeB modedHO# He-
JIOCTATOYHOCTH Y JCTEH CBA3aHO C BPOKICHHBIMHU
aHoManuAMH ModeBoro Tpakra (AMT), Bkirouas
TUTIOIUIA3HIO, JUCIUIA3UI0, arcHEe3WI0 ITOYeK, KH-
CTO3HbIe 3a00JIeBaHMs TOYEK, yIABOEHHE, OOCTPYyK-
A0 Ha YPOBHE JOXAaHOYHO-MOYETOYHHKOBOTO U
ITy3BIPHO-MOYETOYHIUKOBOTO CETMEHTOB, ITy3BIPHO-
MOYETOUYHHUKOBBIA peIroke, Merayperep, THApoHed-
po3 u xianansl 3anHel yperpsl. AMT moryt ObITh
M30JIMPOBAHHBIMH WU BXOIUTH B COCTaB MYJIBTHOP-
TaHHOTO CHHAPOMA, OBITH CIIEICTBHEM XPOMOCOMHBIX
OoJie3Hel, He SIBJISSCH HACISACTBEHHBIMHU 3a00JIeBa-
HUSIMH, a TeHEeTUYeCKH O0OYyCIIOBJICHHOM MaTOIOTHen
[1, 2]. CoueTaHHBIC TOPOKH MOYETIOIOBON CHUCTEMBI
CBSI3aHBI C 0COOCHHOCTSIMH BHYTPHYTPOOHOTO pa3Bh-
Tus [3]. AreHe3nio MoYeK CBS3BIBAIOT C XPOMOCOM-
HBIMH aHOMQJIHMSIMH, TIPH 3TOM ITaTOTEHETHYECKUH
MEXaHU3M aHOMAJIMM MOYETOJIOBOM CUCTEMBI MOXKET
BKJIIOUATh dMUTEHETHUYeCKHe u3MeHnenus [2, 4]. Ilo-
Ka3aHO, YTO Y OJHOTO W3 MOHO3WUTOTHBIX ONH3HEIIOB
pa3BuBaeTcsa cuHjpom Maiiepa—Pokuranckoro—Kro-
crepa—Xayszepa (CMPKX), a y apyroro HeT, 3TO
03Ha4aeT, 4To 3a00eBaHne 00yCIOBICHO Pa3IUINsi-
MU B heHorure [4].

[Ipobnema IUArHOCTHKK aHOMAIUN Pa3BUTHSA
JKEHCKHUX TIOJIOBBIX OPTraHOB OCTAETCS TOCTATOYHO
cIOXHOU. Y 24-34 % manueHToK ¢ mopoKkamMu pa3Bu-
THS PEIPOAYKTUBHOW CHCTEMBI JHAarHO3 HEKOPPEK-
THO C(HOPMYJTMPOBAH WJIM OIIMOOYEH, YTO MPUBOIUT
K HETPaBWILHON TAaKTUKE BEICHUS M BBIMOTHCHHIO
HEOOOCHOBAHHBIX XHPYPTUYCCKUX BMEIIATEILCTB,
0COOEHHO TIPH CJIOKHBIX, COYCTAHHBIX U aTUITUIHBIX
BapHaHTax aHoMaliuid. BO3MOXKHO, Takoil BBICOKHI
MPOIIEHT JAMATHOCTUYECKUX OIMMOOK OOBSICHICTCS
OTCYTCTBUEM €JIMHON KJ1acCH(UKAIUU [TOPOKOB pa3-
BUTHsI MATKH W BIIAraJIAINA, MEXKIUCIUTLIMHAPHOTO
BpadueOHOTO MOIX0/1a M MEPCOHU(DHUITMPOBAHHOTO OT-
HOIICHHSI K TAaKUM TarueHTkaM [5]. [lostomy anamm3
KJIMHUYECKUX CUTYalluil, CBA3aHHBIX C COYETAaHHOU

100

YPOTeHUTAJILHON MaTOJOTHEH y AeBOYEK, UMEET aK-
TyaJbHOEC U MPAKTUYECKOE 3HAYCHHUE.

Llenb pabOTHI: OLEHUTH COCTOSIHAE PENPOIYKTHB-
HOT'O 37I0POBBSI y JIEBOYEK C aHOMAJIMSIMHU PETPOLYK-
TUBHOH c(epbl, areHe3nell MOYKH 1 APYTUMH 3a00Ie-
BaHMSMHU MOUYEBOI'O TPAKTA.

MAUMEHTbBI U METOAbI

UccnenoBanue mposeneno B IIpobGmemHO# Ha-
yuHOi naboparopun «KoMIIeKCHOro u3ydeHus pe-
NPOAYKTUBHBIX HapyLICHUH y NI€BOYEK M JCBYLICK)
PocToBckoro rocynapcTBEHHOTO MEIUIIMHCKOTO YHHU-
BepcUTeTa W Ha 0a3e KIMHUKO-IUAarHOCTHYECKOTO
HeHTpa «310poBbex» I. PoctoBa-Ha-J[oHY y 5 neBouek,
U3 HUX 3 MallMeHTKHU — ¢ areHe3uel nmouku: 1-il kimu-
HUYECKUH ClTydail — MalMEHTKa, 7 JIET, C CHHIIPOMOM
Maiiepa—Pokuranckoro—Krocrepa—Xaysepa, I Tum;
2-i1 — mauueHTka, 11 1er, ¢ cunapomom XepiuHa —
Bepuepa-Bynnepnuxa; 3-if — nanuenTka, 14 nert, c
3aJ1epKKOH MOJIOBOI0 Pa3BUTHSA, THIIOIUIA3HUEH MAaTKH
Ha (oHEe TpucoMuu 22-if mapel Xpomocom; 1 marmm-
eHTka, 11 ner, ¢ aucMerabonmueckor Hedponaruen
¥ He(pOITO30M B COUYETAHMM C YIBOCHHUEM Bilara-
JIMIA ¥ THIIOIUIa3uer mMaTku; | mamuenTka, 17 jer,
¢ cunapomoM Maifepa—PokuTtanckoro—Krocrtepa—
Xaysepa | Tuna Ha (oHE XpPOHHYECKOTO LHUCTUTA U
NepMaHEHTHOro 3Hype3a. lIpencraBieHbl aHaTOMO-
(GYHKIMOHAIbHBIE OCOOCHHOCTH PENPOLYKTHBHON
CHCTEMBI.

PE3VJIbTATDI

[IpuBomrM pe3ynbTaThl aHaln3a COCTOSHUS pe-
MIPOTYKTUBHOTO 3/I0OPOBHs Y 3 MAI[MEHTOK C areHe3H-
el IOYKHU.

Kiunnnueckuii cayyaii 1. [Tauuentka K., 7 ner,
HaOmogaeTcsl y Bpava-Hedposiora B CBSI3HM C HaJH-
YyheM arjia3uM JIEBOM MOYKM, BUKApHOM THUIEPTPO-
¢bun mpaBoii mouku. M3 aHamHe3a: peOCHOK OT 4-if
OepeMEeHHOCTH, MPOTEKaBIIeH Ha (OHE Yrpo3bl Mpe-
pBHIBaHUS OEPEMEHHOCTH B 16 He, MaJIOBOIHS, MUKO-
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PucyHok 1. MPT, annasusa npaBoi Noyku, CTPEKoM nokasaHa nesas

no4ka.

Figure 1. MRI, right kidney aplasia, the arrow shows the left kidney.

IJ1a3M032, XJIaMUIN03a, BHYTPHYTPOOHON TUITOKCUHU
mwiona, OPBU B 22 Hen, 000CTpeHHs TepIETHYECKOM
uapexuu (HSVI1, 2 Tuma), 2 cpouynsix (uznoso-
rudeckux pojaoB. [locie poxieHus peOCHOK B Te-
YEHUE MECAIla HaXOAWICA Ha JICUCHUU B OTACICHUU
JICTCKOI aHEeCTE3HOJIOTUY U peaHUMall|H, 3aTeM ObLT
TepeBeICH B OT/IEJICHUE MATOIOTUH HOBOPOXKICHHBIX
HUUAII r. PoctoB-na-/lony. [leBouke amarHoctu-
poBaH cunjpoM Ilorrepa, Hanuuue amiasuu NpaBon
[MOYKH, aHoMainu DOmTeiHa. PeOeHOK Takke Ha-
OJromaeTcs y HEBpOJIOra M IICUXHMATpa IO IMOBOAY
ATUMUYHOTO ayTH3Ma C HEPABHOMEPHBIM CHUKCHHEM
WHTEJUICKTA, 3HAYUTEIHHO BBIPAKCHHBIMU HApyIIIe-
HUSIMU TOBEJICHUS, BEAYLIMMH K CTOMKOW COIMalib-
noit ne3ananraruu, OHP 2 yposwst. [Ipu o6cnenosa-
HUU y TEHETHUKA BEHISBICHBI TOMO3UTOTHASI MYyTaIlUs
B reie MTRR, npuBosias kK 0OMEHy METHOHHHA,
a TaKKe TeTepo3UroTHele MyTanuu B reHax F113,
FGB, ITGA2, ITGB3, mpuBoasiie K MOBHIIICHHO-
My pHCKY TpoMOooOpa3oBaHusi, Kapuotun 46XX.
Pesynbrarhl ocMoTpa: peOEHOK HOPMOCTEHHUYECKOTO
TEJOCIOKEHUs, oOpaliaer Ha ce0si BHUMaHUE HaJIK-
YHe IUPOKOW MEePEHOCHUIIbI, CITIAXKEHHOTO (UIIBTPA,

1P 61.7mm
2P B4mm

sRex

cnpasa.

PucyHok 2. KT, annasus npaBow NoYku.
Figure 2. KT scan, right kidney aplasia.

HU3KO PACIIONIOKEHHBIX OOJIBIIOT0 pa3Mepa YIIHBIX
PaKoBHH, BOPOHKOOOpa3HOH JedopMaiy TpyaHOH
KIeTku. Status genitalis: Hapy)XHbIE TOJOBBIE Op-
ranbl cOpPMHUPOBaHBI MPABUIBHO B COOTBETCTBUH
C BO3pacToM, BXOJ BO Biarajuiie oTCcyTcTByeT. Per
rectum: TeJIO MAaTKU U SIMYHUKU HE OIPENENSIFOTCS.
Ilo maHHBIM yIBTPA3BYKOBOTO WCCIIEZOBAHUS Opra-
HOB MaJIOTO Tasa: TeJIo U IIeiiKa MaTKU HE BU3yallH-
3UPYIOTCS, MIPABBIA SUYHUK pa3zMepoM 12x6X7,5 mwm,
no nepudepuu eIUHUYHBIE He3pelbie (DOJUTMKYIIbI,
neBblit — 9,5x4,5x8 MM, o mepudepun TaKxke uMe-
I0TCSI €IMHUYHBIE He3pelible (OTUKYIbL. J{narHos:
cunapom Mrosepa—PokuTtanckoro—KroctHepa—Xay-
3epa, Il Tun B coueTanuu ¢ BpOKAECHHBIMU aHOMAJIHUS-
MU Pa3BUTHA MTOYEK.

Kannnueckuii cayyaii 2. [Tanmentka A., 11 ner,
oOpaTuiach K aKkyllepy-rHHEKOJIOTY C kKallo0aMu Ha
OOWJIbHBIE BBIJEJIEHUS U3 IMOJIOBBIX IyTeH C HEMpH-
SATHBIM 3aIT1aXOM, KPOBSHUCTBIE MEKMEHCTPYyalbHbIE
BBIICJICHUS W3 TIOJIOBBIX myTei. M3 amamuesa: pede-
HOK OT 3-ii OepeMEeHHOCTH, TPOTEKABIIEH 03 0CII0K-
HEHHH, 3 CPOUHBIX (PH3HOIIOTHUECKUX POIOB. MeH-
cTpyanuu ¢ 9 et mo 7 gHe# ¢ uaTepanioMm 30 mHEH,

PucyHok 3. YnbeTpa3BykoBble NPU3Haku rematokonbnoca PucyHok 4. MPT, aBe psaomM pacrnonoxeHHsle maTku (1), rema-
TOKOJIbMOC (2).

Figure 3. Ultrasound signs of the hematocolposus on Figure 4. MRI, two adjacent uterus (1), hematocolpos (2).

the right.
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Oose3sHeHHbIe, yMEpeHHbIe, peryispHsie. U3 comyT-
CTBYIOUINX 3a00JIEBaHUN — aria3us MpaBOd MOYKU
(puc. 1, 2), nucraacTUYECKUAN MTPaBOCTOPOHHUNA CKO-
JIN03 TOSICHUYHO-KPECTIIOBOTO OT/Iea TTO3BOHOYHH-
ka | crenenn, runepkucdos IIA crenenu. Kapuorun
46XX. Status genitales: Hapy>KHBIE TTOJIOBBIC OPTAHBI
chopMupoBaHbl TPAaBUIBHO, BBIJCIEHUS MYTHBIE,
oOmiIbHbIe, 6e3 3amaxa. Per rectum: MaTka yBenudeHa
B pa3Mepax ¢ HEPOBHBIMH KOHTYypaMmu, 6e300J1e3HEeH-
Ha, npuaarku 6e3 ocodennocteit. [Tpu Y3 opranos
MaJoro Ta3a BBISBICHO HAJTUYKE TOJHOTO YABOCHHUS
MaTK{ W BJarajviina, B MPaBOM — aTpe3us HIDKHEH
Tpetu u remarokosbioc (puc. 3). Ilo ganaeiv MPT
OpraHoB Majoro Ta3za (puc. 4): BU3yaTu3HupOBaHBI IBC
pAZOM pacronoxeHHbIe B anteflexio MaTKu, OT Kax-
JIOW M3 KOTOPBIX OTXOAWUT MaTo4Has Tpyda ¢ AUYHH-
KoM, Ieiika u Braranuiie. [IpaBas MaTka — pasmepom
51x46,5x33,5 MM, meiika — 16x19 MM, gucranbHee
HIeWKN MaTKH UMEeTCs1 OJIIOHOBUHOE PACHINPEHUE
110 47x40x40 MM cIeTIo 3aKaHYUBAIOIIETOCs Biarajm-
ma (10 JUCTANBHBIX Pa3MepOB), 3alIOJTHEHHOE HEO-
HOPOJIHBIM COIEPKUMBIM. JleBas MaTka — pasMepoM
54x51x32 mmM, miefika matku — 23x18 MmM. Ha ypoBHe
JTUCTABHBIX OTJIEJIOB BIIarajidiia COOOMIAIOTCs TOH-
KHM XOJIOM TPOTSKEHHOCTBIO J0 5 MM, TUAMETPOM
okoino 1,5 mM. /Imarnos: cunapom Xepiuna—Bepne-
pa—Bynaepnuxa. Atura3ust IOYKH.

B HacTosiiee BpeMs IUIaHHPYETCsl ONEepaTHBHOE
JIeYeHHE.

Knunnyeckuii cayuaii 3. [Tanmentka I1., 14 7er,
obpatmiack ¢ kajao0aMy Ha 4acThIe TOJIOBHBIC 0ONH,
HU3KHH pOCT, Maccy Tela, OTCyTCTBHE Pa3BUTHUS MO-
JIOYHBIX jkeie3. AHamHe3 XKu3HU. PeOeHok ot 2-i
OepeMeHHOCTH, TpoTekaBiieii Ha ¢one 3PII mo ru-
MOTPOPUUECKOMY THUITY, 2-X CPOUHBIX (PU3HOIIOTHYC-
CKUX pozoB. Ha mepBoM mecsIie KU3HH HaXOJMIach
B OT/JEJICHUU MAaTOJOTUH HOBOPOXKICHHBIX IO TIO-
BOJly HEOHATaJbHOM JIEBOCTOPOHHEW acnupalioH-
HOM IHEBMOHHH, HEOHATaJbHON SHIEedaIonaTHH,
TUIEPTEH3UBHOTO CHHIPOMA, BPOXKJIECHHOTO MOPOKa
cepana, (TOTaIbHBINH aHOMAJIBHBINA JPEHAXK JICTOTHBIX
BEH, NEPEKT ME}OKENyJI0UKOBOW Ieperopoaku). B
BO3pacTe 4 Mec KOHCYJIBTHPOBaHA T€HETHKOM, I'eHe-
TUYECKH MOATBEPXkACH TUArHO3 TPUCOMHUH MO 22-i
rape XpoMoCOM, TaK)kKe MOCTaBJIeH JAMAarHO3 aHOMa-
nust [Ibepa—PoOunna, oTo-manaro-kapAnadIbHBIA CHH-
JpOM, HEIOpa3BUTHE HIKHEH YeNlioCcTH, CHHAPOM
Opanueckertu (Tpuuepa—Komnuuca). B Bo3pacre
5 Mec mepeHecna oneparuio paaukaibHONH KOppek-
MU TOTaJHHOTO AaHOMAJBHOTO JpeHaXka JIETOYHBIX
BEH, Je(eKTa MEeXKeTyIouKOBOH MEePEeropoiku B
HII cepneyHO-COCYIHCTON XUPYpPruu UM. aKaJIeMU-
ka A.W. bakynesa. B Bo3pacre 4 jer obcienoBana
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B KAl ®I'Y HMXI] um. IluporoBa, mnocrasieH
JINarHO3 arcHe3usl JICBOM IMOYKH, MUCTUT. OOBEKTUB-
HO: pe0EHOK aCTEHHYECKOro TelocloxkeHus. Poct
140 cm, macca Tena 25,7 KI. PocT MONOYHBIX Kelle
cooTBeTcTBYeT ctaauu Bl mo Tauuepy, poct Bomoc
B TOAMBIIICYHON M TaXOBOW OOJACTH OTCYTCTBYET.
IIpu nooGcnenoBaHnK TOKa3aTeld TOPMOHAIBLHOTO
(OHAa COOTBETCTBYIOT JOMYyOEPTATHBIM 3HAYCHUSM,
OTMEUAETCSl TMOBBIMICHUE IETHAPOTHUIPOITHAHIPO-
CTepoHa cylb(ara, KOCTHBII BO3pacT COOTBETCTBYET
nacroptaoMy. [lo maHHBIM ynpTpacoHorpadum pas-
Mephl MaTKu 25%6,4x14 MM, 9TO HE MO3BOJIIIO HC-
KIIIOYUTH THUIIOTUIA3UI0 MATKH, IEeeYHO-MaTOYHBII
YIOJI CIJIaKeH, PHIOMETpuid 1,8 MM, SIMUHUKH 00b-
emoM 0,3 cm® u 0,4 cM® coorBeTcTBEHHO. PebeHok
HaOmomaeTcs y Bpada-Hedposora 1Mo MOBOIY YacTo
PEIUANBUPYIONIETO ITUCTUTA, TIOTYJaeT KypChl MPo-
THBOBOCTIAJIUTEILHON Tepanuu. J(narnos: 3anepixka
MIOJIOBOTO Pa3BUTHS, TUITOTUIA3HUS MATKH.

[Tpu nuHamMuyYeckoM HabMrOneHnH K 15 rogaM: poct
153 cM, Macca Temna 34 Kr, ypOBEHbB ITOJIOBOTO PAa3BUTHS
cootBercTByeT B4 1o J. Tanner, ypoBeHb akCHIISIPHO-
TO U TOJIOBOTO OBOJIOCEHHUSI COOTBETCTBYET 4 cTaauu
1o J. Tanner. I1oSIBUJIMCh OTHOCHUTENBHO PErYJISIPHBIE
MeHcTpyauuu (25-30 mqHeit), Mo JaHHBIM YABTPACO-
HOrpadUIecKoro UCCleoBaHUs OTMeUalach MOJIOKH-
TeJbHAS JUHAMUKA B YBEJIMUCHUH Pa3MEPOB MATKHU U
obpema smaHUKOB (37x20x28 MM, 00BEM STUIHUKOB
5,9 c™®), mpu 9TOM, KaK BHIHO, pasMep He COOTBET-
CTBYET BO3PACTHBIM 3Ha4eHHsIM. PeOeHOK mpoomka-
eT HalOIrofieHne y Bpada-Hedporora, Bpada-aKyIiepa-
TMHEKOJIOTa, TEeHeTHKA, SHIOKPHUHOIJIOra, Kap/HoJIiora.

Kannnueckuii cayyaii 4. [Tanmentka H., 11 ner,
oOparmiach ¢ jkajo0aMi Ha OTCYTCTBHE pOCTa MO-
JIOYHBIX JKEJIC3, BOJOC B ITaXOBOM M ITOAMBIIICUHOMN
obmactu. I3 anamuesa: pebeHok oT 3-if OepeMeHHO-
CTH, MPOTEKaBIIICH Ha (JOHE yrpo3bl MIPEephIBaHUs Oc-
PEMEHHOCTH, 2-X CPOYHBIX (PU3UOJIOTHICCKUX POJIOB.
Ilepuon anmanTanuu mpoTekan 0e3 0COOEHHOCTEH.
Pocna u pa3BuBasach B COOTBETCTBHUHU C BO3PACTOM.
PeGenok Habmonaercs y Bpada-Hedposiora o moBo-
Iy TIpaBOCTOPOHHETO He(porTo3a, JucMeTadbonye-
ckoit Hedpomnatuu. Kapuorum 46XX.

Jlanable ocMoTpa: peOeHOK acTeHHYECKOTO Te-
JIOCIO)KCHUSI, TOHWKCHHOTO COCTOSIHUSI THUTAHUS,
poct 149 cm, macca tena 34 kr. Status genitales: mpu
OCMOTpE HApPY)KHBIX ITOJOBBIX OPraHOB OTMEYACTCS
WH(paHTWILHOCTh, hymen JOCTaTOYHO IUIOTHBIN, 3a
HUM BU3YaJU3UPYIOTCS JIBa BXO/Ja BO BIIArajuiie,
TP TIPOXOXKJICHUN 30HIOM OOOMX BIIATAJIHIN MEXKITY
HUMH ONpeeNseTcs MI0THAs CTeHKa JIIMHOU Oonee
1 cm. Per rectum: maTka yMeHbIIEHa B pa3Mepax C
POBHBIMH KOHTYpamH, O€300JC€3HCHHA, MPUIATKU
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6e3 ocobennocreil. [lpu Beimonnennn Y3U opranos
MaJoro Ta3a BbISBIEHA TMITOTUIA3U MAaTKH (IIee4HO-
MaTOUHBIA yrojl BbIpakeH ciaa0o, TeJ0 MaTKH pas-
MepoMm 27x11x20 MM, TpaBblif U JEBBIH SHYHUKA
HOpPMaJIbHBIX Pa3MEpPOB C MHOXXECTBOM (DOJUTUKYIIOB
o niepucepun). 3axmouenue MPT opranoB masoro
Taza: MPU3HAKH YMEPEHHO BBIPAXEHHOH TrumoIa-
3UM MaTKd, MYJIbTUQOTUKYISPHBIX SHYHUKOB. [10
JAHHBIM HCCIIEIOBAaHHUS TOPMOHAIILHOTO (poHa TOKa-
3aTeNd COOTBETCTBYIOT JOMyOepTaTHBIM 3HAYCHUSM.
Juarno3s: ynBoeHue Biaraimiia. 3aMeJIeHHOE M0JI0-
BO€ pa3ButTue. ['unomnasus Marku. J[eBouke riaHu-
pyeTcsl omepaTuBHOE JiedyeHHe B 00beMe HCCEUECHHUs
MIPOOJIBHOM TIEPeropoIKy Biarajuila Mmocie MpoBe-
JIEHUS] COOTBETCTBYIOIIEN TOPMOHAIBHOM TEparnuu.
Knunnyeckuii cayyaii 5. [Tanmentka A., 17 ner,
oOparuiach K Bpady akylIepy-THHEKOJIOTY C Kajo-
OamMu Ha OTCYTCTBHME MeEHCTpyaruil. Pomumace oT
2-ii OepeMeHHOCTH, 2-X CPOUYHBIX POJOB C Maccoi
tena npu poxkaenun 3100 1, mmHoi 53 oM. Pa3su-
THE BTOPUYHBIX IIOJIOBBIX IPHU3HAKOB HAYaJIOCh B
11-12 get. IlepeHeceHHble 3a00JeBaHUA: YaCTbIE
MpOCTy/AHbIe 3a00JieBaHUs, XPOHHYECKHHA IUCTHT,
HOYHOH 2HYype3. Status genitales: Hapy>KHBIE MOJIO-
BbI€ OpTraHbl Pa3BUTHI IPABUIIHHO, BIIATaJIHIIEe YKOPO-
4geHo a0 2 cMm. MPT: ammazus matku, ropmons! — JIIT
(3,70 MMEI/MJT), ©CT (3,45 MMEJI/MJI), sctpa-
o (376 IIMOJIb/JI) B npezenax Bo3pacTHON HOP-
mbl. Kapuotun 46 XX. Jlmarnos: cuaapom Miomie-
pa—Poxuranckoro—KroctHepa—Xaysepa, I Tu.

OBCY>XXAEHUE

[lepBrie 3 KIMHUYECKHE CITydau CBSI3aHBI C HAJIH-
YHeM Yy JIeBOYKM areHe3ud MOo4yKu. Pa3BuTHE MOYKU
BKJIIOYAaeT BO3HMKHOBEHHE 3ayaTka MOYETOYHHKA,
MoporeHes NpoKCUMaIbHBIX U TUCTAIBHBIX KaHAb-
LIEB U TJIOMEPYJIOTEHE3, YTO PETyIUPyeTcss OOIBIINM
KOJINYECTBOM I'€HOB U CHTHAJbHBIX IyTed. B Haua-
Jie TIPOUCXOJUT Pa3BUTHE JIBYCTOPOHHEro MpoHed-
poca, KOTOpBIH IepeMelniaeTcs JaTepajbHO B Tele
SMOpHOHA, TIPH TOM W3 HEPPOTHUUECKON 3aKIaIKH
oOpa3yeTcsi 3a4aTOK MOYETOUHUKA, TPOHUKAIOIINNA B
MeTanehpoTHyeckyto MezeHxumy (MM). AHomanuu
3a4aTKa MOUYCTOYHHKA, CO3pEBaHMs U TUPPepeHIIH-
POBKH BCEX CJIOEB JUCTAIBLHOTO OT/IEJIa MOYETOYHHKA
CBSI3aHBI C Pa3BUTHEM BPOXKICHHBIX aHOMAJINH MO4Ye-
nionioBoii cucremsl. 1. Ichikawa u coaBT. nmpeIoxKIIHN
TEOPHIO «3ayaTKa» — 3a4aTOK MOYETOYHHKA JTOJIKEH
BBIXOJIUTH B OIPEJICICHHOM MECTe M3 MpoHedpoca
1 BOUTH B 1eHTp MM 111 HOPMAJIBHOIO pa3BUTHS
nmoykd. Ecny 3auaTok BO3HMKAeT pocTpaibHEE WU
Kay/ajgbHee, MPOUCXOIUT €ro HempaBUJIbHAs TeHe-
Tpauusi B MM, 4TO BeJET K TUIOIUIa3UM WIIU JUC-

T1a3uu Moyku. OTCYTCTBHE WITH HECKOJIBKO 3a4aTKOB
MOYETOYHHKA COOTBETCTBEHHO MOTYT IPHBECTH K
areHe3u (OHO- WITH JIByCTOPOHHEW) MIIN yIBOSHHUIO
no4yku. PocTpanbHoe WK KaynajabHOE CMEIIeHne 3a-
YaTKa MOYETOYHUKA BEICT K SKTOIHHU €TO BIIAJICHUS B
MOYEBOU My3bIPh U CTAaTh NPUYMHON OOCTPYKIIMHU Ha
YPOBHE MY3BIPHO-MOYETOUHHUKOBOTO CETMEHTa HIIH
My3BIPHO-MOYETOYHUKOBOTO pedurokca. «Teopust o
3a4yaTKe MOYETOYHHKA» MOATBEPIIIIACH B HCCIEIO-
BaHMSAX Ha MBINIAX C HAPYIICHUSMH B reHax Bmp4,
Greml, Gdnf Ret, Foxcl/c2, Robo2, Slit2, Spryl u
[tga8, yuacTBYIONIMX B ONpE/ICICHUN MECTa BO3HHK-
HOBEHUSI 3a4aTKa MOYETOUHHKA U €r0 Pa3BUTUH, TIPU-
BOJISIIIUX K BOBHUKHOBEHHIO BPOXKICHHBIX aHOMAITHI
MOYETIONOBOM crcTeMbl. MIcXonHo 0OHApYXKEHO, YTO
y udenoBeka myTtainuu B rene RET mpuBoasT takxke
K ()OPMHUPOBAHHUIO TIOPOKOB MOYECIIOJIOBON CUCTEMBI Y
TUTOJIOB B BUJIE JIByCTOPOHHEH THITOIIIA3UN/areHe3UH
oukw [2].

B 1-M knuHHYECKOM ciydae TIPEICTaBICH CHH-
Jnpom  Maiiepa—Pokuranckoro—Krocrepa—Xaysepa
II tTuma. C. Mayer B 1829 r. BmepBble nai ommca-
HHUE BPOXJICHHOTO OTCYTCTBUS BlIarajuiia B coue-
TaHUM C MHOXXECTBEHHBIMH BpPOXKJICHHBIMH aHOMa-
JUSAMH Y MEPTBOPOXKJIEHHBIX TU1070B [6]. B 1838 1.
K. Rokitansky omnpeneneno, 4To arasusi Blarainia
HEPEJIKO COYETAETCS C OTCYTCTBHEM MAaTKH IPH HOP-
MaJIbHOW aHaToMuu 1 QyHKIMH ssuaHukoB. H. Kiister
B 1910 . oTMeTHII coueTaHme MOpoKa ¢ aHOMAIUAMU
mouek [7, 8]. G. Hauser B 1961 1. moaTBepanI CBA3H
MEXJy aria3ueld MaTki W BIIArajuiia U aHOMallus-
MU pa3BuTHs nodek [9]. B 3apyOexHbIX raianaiinax
MOTYT BCTpEYaThCsS Pa3IMyHble TEPMHUHBI, BKIIFOYAs
CAUV-cunnpom (Congenital Absence of the Uterus
and Vagina), MA-cuagpom (Mullerian Aplasia),
GRES-cunmpom (Genital Renal Ear Syndrome)
[10]. Tunm I BKIFOYAaeT TOJBKO aruia3ui0 MaTKHd U
BJIarajiiiina ¢ HOPMaJbHBIM Pa3BUTHEM SIMYHUKOB M
npyrux cucreM, a tun II, nmu MURCSacconmanus
(Mullerian duct aplasia, Renal dysplasia and Cervical
Somite anomalies), BKJIIOYaeT aria3uio MaTKH U Biia-
rajguia M COMyTCTBYOIHME Ae(eKThl, B TOM YHCIe
nopoku pa3Butusg nodek [11]. CMPKX II Tuma na-
OrroaeTcsl CpaBHUTENIFHO Yallle — Ha JaHHYI0 (op-
My TpUXOAUTCS mpuMepHo 56 % cmyuaeB [12]. dus
91Ol (hopMBI XapakTepHa JONOIHUTEIbHAS ACHM-
METpUYHAs TUIOIUIA3Hs OJHOW WJIM JIBYX IOYEK C
JTUCTIa3uel Wian 6e3 MUCIUIa3uy OAHOM MM 00enx
Maro4HbIX TpyO. HacTo HaOmomaroTes Apyrue coue-
TaHHBIC aHOMAJIUH, B Y4CTHOCTH MMOYCYHBIC JIEPEKTHI
(y 40-60% manueHToB), BKJIIOYAs OTHOCTOPOHHIOIO
arenesnio (23-28 %), UM SKTOMHUIO OHOM MK 006e-
ux nouek (17 %), nim moakoBooOpazHyro mouky [13,
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14, 15]. CymecTByloT nBa KiacTepa T'€HOB, HHIY-
LMPYIOUINX Pa3BUTHE PEMPONYKTUBHBIX CHUCTEM, U3
HUX — 9 moTeHIMaNbHO MPUYUHHBIX TeHoB (HOXAS,
HOXAO9, WISP2, CDHS, PEG10, MFAPS, LRRC32,
RALGPS2 u ralgps2) uaeHTHGHUINPOBaHBL, 6 13 3THX
renoB (CDHS, MFAPS, WISP2, HOXAS, PEGI10,
HOXAY) y49acTByIOT B pa3BUTHH >KCHCKUX TTOJIOBBIX
opranos. [locienyromniue cereBble aHaTU3bl BBIABIIN
WISP2, HOXAS, HOXA9, GATA4 u WT1 B kaye-
CTBE MIPUYMHBI Pa3BUTHA CHHIpoMa Miomnepa—Poku-
tanckoro—Kroctaepa—Xayszepa. WT1 u GATA4 pe-
TYJIMPYIOT omnpenaeicHue u audepeHIUpoBKy moia
¢ TIOMOIIBIO0 aHTUMIOIIepoBa Topmona (AMI) [16].
B nepBoM KIMHHYECKOM ciiyyae MpH 00ce10BaHUN
y TeHEeTHKa BBISBI€HA TOMO3UTOTHAS MyTallls B TeHe
MTRR, npuBonsmas Kk oOMEHy METHOHWHA, a TaK-
K€ TeTepo3uroTHeie MyTanuu B renax F113, FGB,
ITGA2, ITGB3.

Bo 2-M knuHMYEcKOM ciydae MoKa3aHo, YTO CO-
BPEMEHHOE TpaHCA0JOMHHAILHOE YIBTPa3BYKOBOE
WCCIIEZIOBAaHUE OPTaHOB MaJIOTO Tasza aHAJIOTMYHO
MPT 1o3BONSIET BBIABUTH PEAKUN KOMILJIEKC aHOMAa-
JUI MIOJJIepoBa KaHalla, M3BECTHBIM KaKk CHHAPOM
Xepnuna—Bepuepa—-ByHnnepiauxa Wil CHUHAPOM
OHVIRA (obstructed hemivagina and ipsilateral re-
nal anomaly). Xapakrepu3syeTcsi OOCTPYKIIHUEH OIHO-
IO U3 YABOEHHBIX BJArajuil B COYETAHUU C HIICHUIIA-
TepaybHON aHOManuei mouku [17].

Hapy1enne noiaoBoro pa3BuTusi, HapsAy ¢ BPOK-
JEHHBIMH TIOPOKAMH MOYEIOJIOBOI CHCTEM, B 4YacT-
HOCTH areHe3ud TMOYKH, SBISETCS OJHUM W3 MPOSB-
JICHUH TPUCOMHH 22-H Mapbl XpOMOCOM, YTO MMEET
MECTO Yy MAIMeHTKH U3 3-T0 KIMHUYECKOTO CIIydas.
YacTtuyHas TPUCOMUS XPOMOCOMBI 22 BIIEpPBBIE OIH-
cana B 1978 . Hemo3anunas tpucomus 22 sSBIsIeT-
Cd pacrpOCTPaHEHHOW MPUYMHON BbIKUIbIA B |
TpuMecTpe OepeMEHHOCTH M HMEEeT YacTOTy >KHBO-
poxaenuit 1 Ha 30 000-50 000. O6Hapyxenue Bo 11
TPUMECTpPE BCTPEYAETCS PEIKO, YTO CBSI3aHO C BHI-
pPaKEHHOM 3aJIepKKOH BHYTPUYTPOOHOTO pa3BUTHS,
MHOYKECTBEHHBIMH ~ CTPYKTYPHBIMH ~ QHOMAJIHSIMH,
TaK)K€ 4acTO MMeeT MECTO MaJOBOJUE, 3HAYUTEIb-
HO 3aTpyAHSIONIee JUarHOCTHUKY. B ¢BSA3M ¢ Tem, uTo
TPUCOMHIO 22-1 mapbl KpaifHe peiKo BCTpeyaeTcs y
KU3HECMIOCOOHOTO TII0Ja, B JIUTEparype MpeicTaB-
JIeHBI BeCbMa CKyJHbIE TaHHBIE, OMHMCHIBAIOIINE JaH-
HYyIO TIaTOJIOTHIO, a TaKKe UMEETCsl BeChbMa OrpaHH-
YEeHHOE KOJMYECTBO ONMMCAHHBIX KIMHUYECKUX CITy-
yaeB [18, 19]. B coBpemeHHOI1 uTepaType UMeroTcs
MHOKECTBO OIMCAHUIl areHe3nH MOYeK MPH CaMbIX
Pa3zHo00pa3HBIX XPOMOCOMHBIX aHOMAaIHsIX. MBI pac-
CMOTpENM KIMHUYECKUM Cllydail areHe3uu JEBOU
MTOYKHY TIPY TPUCOMHUU 22-1 TTapbl XpOMOCOM.
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UYeTBepThlil NPUBEACHHBIH HAMM KIMHUYECKHN
CITy4aii CBsI3aH C TEM, YTO MaTOJOT sl IOYEK, BKITIOUas
HedponTo3, TMCMeTaboINYECKyI0 HeGPOIaTHIO, MO-
JKeT COYETaThCs C HApyIIEHHUEM IMOJIOBOTO PAa3BUTHS,
BJIMSISL HA ACTIEKTHI KOMOPOUIHOCTH.

B marom ximHHMYeckoMm ciydae onucad [ tun
CMPKX, onnako, y MallMeHTKHA OTMEYalach PeKyp-
pentHas MIMII, koTtopass HEraTUBHO OTpa)kaeTcs Ha
penpoayKTUBHOM 3710poBke [20, 21].

SAKJIKOMEHUE

BpoxieHHBIE TOPOKU pa3BUTHUS MOYEBOIO TPAKTa
1 XCHCKHUX ITOJIOBBIX OPraHOB — pCIaKas IaToJIorus,
TpeOyromas ocoboro BHUMaHus. B cBs3u ¢ HenocTa-
TOYHBIMH AJaHHBIMH, KaCalOIMMHUCA MEXaHMU3Ma pas-
BUTHUS YPOTEHUTAIIBHBIX MTOPOKOB, JaHHAs MpodiieMa
TpeOyeT AajdbHEeHIIero eTalbHOTO H3yUCHHUSI.
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