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BbBICOKOU OBCTPYKTUBHOU 'TEMUBATUHE
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AHHOTALUA

BposkIieHHBIC aHOMAINK Pa3BUTHS (TMTOPOKHU, Mab()OPMALIMHN) KEHCKUX MOJIOBBIX OPIaHOB — 3TO CTOWKHME BHYTPHUYTPOOHBIC OTKIOHCHUS OT
BapHaIMii HOPMBI BEIMYMHBI, GOPMBI, HPOIIOPLIMH, CHMMETPHH, TOMOrpadMu U OPraHOreHesa, MOBJICKIINE HapyIIeHHe X QyHKIuu 1.

B mocnenaue roapl HaOMIOAAETCS TEHACHLMS K YBEINUCHHUIO YaCTOThI BBISBICHHUS IOPOKOB Pa3BUTHUS PAa3IMYHBIX OPTaHOB M CHCTEM, B TOM
YHCIIC U MIOPOKOB PA3BUTHS TCHUTAIHH, YTO 00YCIOBICHO, BO3MOXKHO, KaK COBEPILICHCTBOBAHUEM METOJIOB MX AMArHOCTHKHM, TAK U YXYAILICHUEM
9KOJIOTMYECKOH 0OCTaHOBKH.

Cunnpom Xepnusa-Bepnepa-Bynnepnuxa (CXBB, OHVIRA syndrome) — 3TO BpOXICHHBIH MOPOK Pa3BUTHS MIOJUICPOBBIX MPOTOKOB.
CHHApOM MOJIy4u CBOE Ha3BaHUE TOJBKO 4epe3 IojBeKa mocie omucanus ciydaeB ydeneiMu U.Herlyn, H.-Werner (1971r) u M.Wunderlich
(1976r). Tepmun OHVIRA (Obstructed Hemivagina and Ipsilateral Renal Anomaly) 6s11 pemoxes B 2007r.

To4YHOCTh MOIYJSLMOHHOM YacTOTHI MOpPOKA TPYJHO YCTAHOBHTH, HO CHHIPOM cocTaBisier 10 10 % B CTPYyKType T'MHEKOJIOTMYECKHX
BPOJKIICHHBIX TMOPOKOB pa3Butua. Cunapom XepiuHa-BepHepa-ByHaepnuxa — 3T0 penkas BpOXKACHHAsS aHOMAJMS, XapaKTEPU3YHOIIASCs
YIBOCHHEM MAaTKH, OJHOCTOPOHHMM OOCTPYKTHBHBIM TI'€MHBIATAIHIIEM H HICHIATEPAIbHON areHesuell modyek. CHHIPOM XapaKTepu3yercs
MHOr000pa3ieM aHaTOMHUYECKHX BapHaHTOB. JIWTepaTypHbIe AaHHbIC YKa3bIBAIOT, YTO OOCTPYKIMS BIAraldila M arcHe3us MOYKH 4Yalle
BCTPEYAIOTCS C IPABOI CTOPOHEL.

PenkocTs 1 MHOTOOOpa3ue aHaTOMMYECKUX BAPHAHTOB JTAHHOTO CHHAPOMA CONPOBOXKIAIOTCS 3HAUMTEIbHBIMHI TPYAHOCTSMH B THarHOCTHKE
JTAHHOTO NOPOKA B MPAKTUKE THHEKOJIOTOB.

JluarHocTrKa aHOMAJIMK MaTKH 1 BlIarajuilia MpeICTaBIsAeT 3HaYNTeIbHbIC TPYIHOCTH, B CBSI3H ¢ MHOrooOpasueM ¢opm nopokos. Benencraue
JIMarHOCTHYECKUX OMMUOOK BBIMONHIIOTCS HEOOOCHOBAHHBIE XHPYyprHYecKne BMemarenscrBa y 22—34% OonmbHBIX, OCOOEHHO IIPH MOPOKaxX
Pa3BUTHUSI MAaTKU U BJIaraJikila, COPOBOXKAAIONINXCS HAPYIICHHEM OTTOKA MEHCTPYaIbHOI KPOBH.
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Pa3paboTaHHbIC METOIMKN PEKOHCTPYKTHBHBIX KOPPEKIIMIT ITPU BBEICOKOIT aIlTa3uM 3a4acTyl0 YpeBaThl TpaBMaTH3alMel OJIH3/IekKaluX OpraHoB
(MO4eBOIA Ty3BIPBh, PSIMAs KUIIKA U T.JI.).

Yro noOyxaaer CTUMYII ISl U3YUeHHs pa3HOOOpa3ysl IPOSIBICHUH JAHHOTO CHHAPOMA JULs IPEAYTPEKACHUS THarHOCTUYECKUX OIIMOOK (4TO
OYCHb BaXKHO JUIsl THHEKOJIOTOB IETCKOTO H ITOJJPOCTKOBOTO BO3PACTa).

KitioueBbie ci10Ba: AHOMAINH Pa3BUTHS MOJIOBBIX OPraHoB, cHHApoM XepnuHa-Bepuepa-Byunepnuxa, OHVIRA-syndrome, yniBoenne MaTku
U BJIaraJiiiia, OOCTPyKTHBHAS FEMHBAarkHa, MOPOKH PAa3BUTHS MIOJUIEPOBBIX IIPOTOKOB.
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YUQORI OBSTRUKTIV HEMIVAGIN BILAN BACHADON VA VAGINAL IKKILANISHNI JARROHLIK YO'LI BILAN
TUZATISHNING TAKOMILLASHTIRILGAN USULI
ANNOTATSIYA
Mayer—Rokitanskiy—Kustner—Xauzer sindromi tug'ma anomaliya bo'lib, normal 46XX kariotipi va saglanib golgan tuxumdon funktsiyasi bilan
bachadon va yuqori qinning yo'qligi yoki rivojlanmaganligi bilan tavsiflanadi. Kasallik o'smir gizlarda birlamchi amenoreyaning asosiy
sabablaridan biridir. Klinik jihatdan, bu ikkilamchi jinsiy xususiyatlarning normal rivojlanishi va hayz ko'rishning yo'qgligi bilan namoyon bo'ladi.
Tashxis ultratovush, MRT va klinik tekshiruv ma'lumotlariga asoslanadi. Davolashning asosiy yo'nalishi funktsional neovagina yaratish,
shuningdek, psixosotsial yordam ko'rsatishdir.15 yoshdan 25 yoshgacha bo'lgan bachadon va gin nugsonlari bo'lgan 20 nafar giz tekshirildi. Barcha
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so'ngra exografik nazorat o’tkazildi.Yuqori aplaziyada rekonstruktiv tuzatishning ishlab chigilgan usullari ko'pincha yagin atrofdagi organlarning
(quvig, to'g'ri ichak va boshgalar) shikastlanishi bilan to'la.
Bu diagnostika xatolarining oldini olish uchun ushbu sindromning namoyon bo'lishining xilma-xilligini o'rganishni rag'batlantiradi (bu bolalar
va o'smirlar ginekologlari uchun juda muhimdir).
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ANNOTATION

Relevance: Congenital anomalies (malformations) of the female reproductive organs are persistent intrauterine deviations from normal
variations in size, shape, proportions, symmetry, topography, and organogenesis, leading to functional impairment.

In recent years, there has been a noticeable increase in the detection rate of developmental anomalies of various organs and systems, including
genital malformations. This trend may be attributed both to the improvement of diagnostic methods and to the deterioration of environmental
conditions.

Herlyn-Werner-Wunderlich syndrome (HWW syndrome, or OHVIRA syndrome) is a congenital malformation of the Mdllerian ducts. The
syndrome received its name nearly half a century after the initial clinical descriptions by U. Herlyn and H. Werner (1971) and M. Wunderlich
(1976). The acronym OHVIRA (Obstructed Hemivagina and Ipsilateral Renal Anomaly) was introduced in 2007.

The precise population incidence of this anomaly is difficult to determine, but the syndrome accounts for up to 10% of congenital gynecological
malformations. Herlyn—-Werner-Wunderlich syndrome is a rare congenital anomaly characterized by uterine duplication, unilateral obstructed
hemivagina, and ipsilateral renal agenesis. The syndrome presents with a wide variety of anatomical variants, and literature data indicate that vaginal
obstruction and renal agenesis are more commonly found on the right side.

The rarity and diversity of the anatomical variants are associated with considerable diagnostic challenges in gynecological practice. The
diagnosis of uterine and vaginal anomalies is often difficult due to the wide range of malformation types. As a result of diagnostic errors, unjustified
surgical interventions are performed in 22-34% of cases, particularly in patients with uterovaginal malformations accompanied by menstrual
outflow obstruction.

Existing reconstructive surgical techniques for high vaginal aplasia are often associated with a risk of injury to adjacent organs, such as the
bladder and rectum. These challenges underscore the need for further study of the diverse manifestations of this syndrome to prevent diagnostic
errors—an aspect of particular importance for pediatric and adolescent gynecologists.

Key words: Anomalies in the development of the genital organs, Herlin-Werner-Wunderlich syndrome, OHVIRA syndrome, malformations
of the Mullerian ducts.

Leas  pabotsi: Pazpabotka  sddexrtuBHOrOo  cmocoda Bcem mammentam mpoBemeHsl Y3, MPT  wuccnenoBaHme
XHUPYPrH4eCKOW KOPPEKLMM YyOBOCHHMS MAaTKH M Blarajuiia ¢  IPOBOJAMIOCH IO HEOOXOIMMOCTH Uil OoJiee TOYHOIl BH3yalu3aluu
OJJTHOCTOPOHHHMM HapyLICHHEM OTTOKAa MEHCTPYaIbHOM KPOBH. WM TIPU MaJio MHGOPMATHBHOCTH OOLICKIMHUYECKUX M Y3 METO/IOB

MarepuaJ 1 MeToAbI HccaeaoBaHusi: O6cie10BaHbI 45 OOMBHBIX  MCCIICIOBAHMS.

C aHOMAJIUSMH Pa3BUTHS TIOJIOBBIX OPTaHOB B BUJIE YIBOCHHS MATKH U ITpu u3HKATBHOM OCMOTpPE Y AQHHBIX IAILMEHTOK INPOSBISIOTCS
Blaranuma B repuof 3a 2016-2023 roasl. HOpMaJlbHbIe ()EHOTUITMYECKHUE MPH3HAKU MOJIOBOTO CO3PEBAHMA, T.C€.

Pesyabratel: Cpeau 00CIEeOBaHHBIX INAIMEHTOK C TMOJHBIM  CTPOCHUE Ta3a II0 JKCHCKOMY THITy, HapyXKHbIC IIOJOBBIC OpraHbl
YIBOCHMEM MAaTKM M  BIArajldiia amia3us HIWKHEH TPeTH  Pa3BUTHI IPABHIBHO, N0 )KEHCKOMY THITy. Pa3BUTHE MOJIOYHBIX JKeie3
remuBnaranuma coctasun 15 (33,3%), amnmasus Y2 remuBarussl — 14 kak OOBITHO COOTBETCTBYET BO3PACTY.

(31,2%), obcTyKIus Ha YPOBHE BEpXHEH TPETH I'eMHUBAarHHbI (BBICOKHIA Jledvenne 'y maHHOH Tpynmbl TANMEHTOK  BBIIONHSIOCH
O/IHOCTOPOHHMIi reMaToK0JbNOC) — 16 (35,5%), A BCTpeuaeMOCTh  XHPYPrHYecKOe. YCOBEPIICHCTBOBAHHAS METOAMKA XHPYPTHUIECKOM
MIPaBOCTOPOHHET0 MopakeHust coctaBmi 27(60,0%) manmeHToK cpean  KOPPeKIUU 00CTPYKTHBHOM reMUBarvHbI BBINOJIHACTCS
MAIKEHTOK, a JieBocTopoHHero — 18(40,0%). TPaHCBAarMHAJBHBIM IOCTYIOM. [locie aHTHCenTHYeCKOW 00paboTKH

JKanoObl mpy MOCTYINIEHHM 3THX MAIMEHTOK HAa XPOHMYECKYI0  ONEPAlMOHHOTO IIOJII C HCHOJNB30BAaHMEM BIArajHIIHOTO 3€pKajia
Ta30BYI0 OO0JIb, HUKJIMYECKUE OONM BHU3Y >XHBOTA HAPACTAIOIMIETO  ICHTPaIbHAs 00JacTh OOCTPYKTUBHON I'eMUBArHHBI OEPETCs HA MATKUI
XapakTepa, KOTOpbIE HE KYyNUPOBAINCH CHNAa3sMOJNUTHMKAMH UM 3aXHM, IIOCJIE YEeTO BBIMOIHACTCS MCCEUCHUE aTPEe3MPOBAHHON 30HBI
00e3001MBaIOMIMMY, TPU 3TOM TALMEHTKH C JAHHOW aHOMAaJHMed HE  3aMKHYTOTO Biaraidila auamerpom 3-5 cm. [amee ocymiecTBisiercs
KaJIOBAJIMCh HAa OTCYTCTBHE MEHCTPYaIbHbIX BBIICIECHUN. XOTEIOCh OBl  3BAaKyalUs COAEPKHMMOTO TEMHBIATalUIida U CaHAIMS IOJOCTH
OTMETUTB, YTO B 3aMYIIEHHBIX CIyJasX MOTYT NMPOSIBISITECA CHMITOMBI  @HTHCENTUYECKUM PACTBOPOM.
pa3zapaxeHus: OPIOMINHEL 3aKIIOUUTENIBHBIM ~ 3TAllOM  SIBISIETCSI  HAJIOXKEHHE KPYTOBBIX

Y370BBIX MBOB (BUKPH 2.0) MO THITy OBaJIbHOTO OKHA (pHC. 1).

A
W

Puc. 1. CxemaTuueckoe u3o0pakeHue yCOBepIIEHCTBOBAHHOIO MeT0/a XUPYPru4yecKoil KOppeKIum.
[IpenmymecTBa METOOUKH: . ObecnieueHne remMocra3a B OOJIACTH HCCEYEHMS 3a CUET
. ®dopMupoBaHUE YCTOHYMBOIO COYCTBS, OOECHEUMBAIONIETO  Y3JIOBBIX IIBOB;
MOJIHOLICHHBIM OTTOK MEHCTPYalbHOM KPOBUY;
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. IIpodunakTuka MOBTOPHOrO 3apamieHHss OTBEPCTHS UM HIDKHEH Tperu Berpedanach y 15 (33,3%), obctpykuus cpennei petu
peuuauBa KIMHUYECKOW CUMIITOMATUKY; —y 14 (31,2%) u Beicokas remuBaruHa y 16 (35,5%) manueHTok.

. OTcyTcTBHE pa3pe3oB Ha IMepegHeil OPIONIHON CTEHKE, YTO BHenpenne  Mmerommku  (DOPMHPOBaHMS — OBAJIBHOTO  OKHa
UCKIoYaeT (OPMHUPOBAHUE BUAUMBIX PYOLIOB M CIIOCOOCTBYET JIydllled — TpaHCBarkMHaJbHBIM JOCTYIOM obecreumno sddexTuBHOCTh B 93,1%
TICUXOJIOTHYECKOHN M CONMATbHON aTaNTaIuy MalueHTOK. cirygaeB npotuB 12,5% B Tpynme cTaHAApPTHOTO JIEYEHHS, HCKIIOUYUB

AHanu3 pesynbTaTOB IOCIE XUPYPrUYECKHX BMEIIATENbCTB  PELIMAMBBI M OCJIOKHCHHUS.

MOKa3aJ, YTO MOCICONECPALMOHHBI HCX0J OBbUI OJIaromnoay4HbIM, B craumoHape IEBOYKM M TOJPOCTKH C CHHAPOMOM «OCTPOTO
PELMINBOB HE OTMEUCHO. KHUBOTa» TpeOyIOT 0cob0ro momxoma W OO0S3aTeIbHOrO ydYacTus

BobiBoABI. XapakTepUCTUKH NMAIMEHTOK B 3aBUCUMOCTH OT YPOBHS  JETCKOr'O M MOAPOCTKOBOI'O TMHEKOJIOra IPU MOCTAHOBKE JUArHo3a 1
OOCTPYKIMH MTOKA3AJIU CIEAYIONINE JaHHbIE: OOCTPYKINS FTEMUBATUHBl  XUPYPTrUUECKOTrO JICUCHUS.
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