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Cundpom Herlyn—Werner—Wunderlich (cundpom OHVIRA) — couemanHblii nopok pazeumusi MO4enoa080ii CUCIeMbl, XapaKmepusyouutics
DA3MUMHBIMU KOMOUHAUUAMU YOBOEHUS MAMKU U 8AA2AAUWA C OPMUPOBAHUEM 3AMKHYMOU 8a2UHbl ¢ 00HOU CHOPOHbL U duceeHesueli
UNCUAAmMepanbHoil NOUKY U MoemoyHuka. IIpuuunamu owub0K OUaeHOCMUKY U NeYeHUs A8AAI0MCA OMHOCUMeAbHAS PeOKOCHb NOPOKa,
HedocmamoHas UHPOPMUPOBAHHOCHb NPAKMUYECKUX 8pauell 0 CUHOpOMe, OMCYMCmeEue MyabmUuOUCYUnAUHaprHoeo nooxoda. Heceoes-
PeMeHHas u maKkmuuecku xaomuyunas oduaenocmuxa cunopoma Herlyn—Werner—Wunderlich npusodum k neéepromy npedcmasaenuio
0 KAUHUMECKOU CUmyauuu, OWuboHHOMY 8b100py 00sema AeHeHus U, Kak cie0cmeue, Kk maKum 0CAONCHEHUAM, KaK CIMPUKMYpbl, PAChpo-
CMPAHEHHbLI CRAeYHbLL U 60CNAAUMENbHbILL NPOUece, a MAKNICe K He0OPAMUMbIM USMEHEHUSM Monoepagduu 0peanos Maroeo masza ¢ no-
caedyrowum yxyoueHuem penpodyKmueHo2o nomenyuanra nayuenmku. B dannoii cmamoe npedcmaenen 0630p aumepamypoi no npooneme,
paccmompensl KAUHUYeCKUe cAyHau OUaeHOCMUKY 0AHHO20 HOPOKA Y NAUUEHMOK 8 NpenyOepmamHom nepuooe.
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Herlyn—Werner—Wunderlich syndrome in the prepubescent period (literature review and clinical observations)

K.Kh. Alieva, N.A. Kokhreidze, A.A. Sukhotskaya, V.G. Bairov, A. Yu. Skripnik
V.A. Almazov National Medical Research Center, Ministry of Health of Russia; 2 Akkuratova St., Saint Petersburg 197341, Russia

Herlyn—Werner—Wunderlich syndrome (OHVIRA syndrome) is a combined malformation of the genitourinary systeme, characterized
by various combinations of uterus dydelphys with unilateral obstructed (or blind) hemivagina and ipsilateral renal agenesis. The causes
of mistakes in diagnosis and treatment are common because of relative rarity of anomaly, insufficient awareness of practitioners about the
syndrome and the lack of multidisciplinary approach. Untimely and tactically chaotic diagnosis of Herlyn—Werner—Wunderlich syndrome
leads to a misconception about the clinical situation, wrong choice in treatment, and, as a consequence, to complications such as strictures,
widespread adhesions and inflammation, as well as irreversible changes in the topography of organs of the small pelvis with a subsequent
deterioration in reproductive status of patient. This article provides a review of the literature on the problem, considers the clinical cases
of diagnosing this defect in prepubertal patients.
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BsepeHue

OnHO U3 BaXHEUIIMX HANlpaBJIeHUM NeITeIbHOCTU
JIETCKOTO TMHEKOJ0ra — NIMarHOCTUKA U JICUeHHUE BPO-
KJIEHHBIX MOpokoB pa3BuTus (BITP) moioBoii cucTeMsl.
Yaiie Bcero ux BISBASIOT B TyOepTaTHOM MEPUOIE TIPU
Pa3BUTUM OCJIOXHEHMI, BEI3BAHHBIX HApYIICHUEM OT-
TOKa MEHCTpyaJibHO#1 KpoBU. [opa3no pexe nx ooHapy-
JKMBAIOT B IperyoepTraTtHoM Iepuomae. Cpean aHOMaIui,
BCTPEYAIOIIMXCS Y IEBOYEK, 0COO0E MECTO 3aHMMAET CUH-

npoM Herlyn—Werner—Wunderlich (cungpom OHVIRA) —
COYETAaHHBIA MOPOK Pa3BUTHUSI MOYEBBIACIUTEIbHOM
U TIOJIOBOI CUCTEM, XapaKTepU3YIOUIUICI MHOTr000Opa-
31MeM aHaTOMUYEeCKUX BapuaHTOB. [IpakTuyecKkue Bpauu
HEPEIKO UCIIBITHIBAIOT 3aTPYIHEH A KaK Ha STalle 1uar-
HOCTUKM, TaK U Ha 3Tare JieueHus atoro BITP.
Cunapom OHVIRA — 3t0 BITP MionnepoBbix TpoTo-
koB. [NonynsaimonHast yactorta rnmopoka — 1 caydaii Ha 2000—
28000 xeHumH, 4yTO cocTaBiusieT 5—10 % B cTpyKType
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ruHekonorndyeckux BITP [1, 2]. [Topok xapakTepu3syercs
pa3IMYHBIMUA KOMOMHALIMSIMU YIBOSHUSI MATKU U BJlara-
Juia ¢ GopMUpPOBaHMEM 3aMKHYTOM BaruHbI C OJHOM
CTOPOHBI U TUCTE€HE3UE UIICUIATEPAIbHOM ITOYKU U MO-
4yeTouHMKa. [10 JTaHHBIM HayYHOM JINTEPATyphl, IIPAaBOCTO-
pOHHee IopakKeHKe BCTpeyaeTcs B 2 pa3a Jalle JIEBOCTO-
poHHero [3, 4]. [Ipu coyeTaHHOM IMOPOKE C YABOCHUEM
MAaTKMU CJIEIT0 3aMKHYTasl FeMUBarvHa BcrpeyaeTcs B 6 % ciy-
4yaeB, OMHOCTOPOHHSISI JUCTEHE3Ns TTOYKH — B 63—81 %,
a Bce 3 aHoMaJIuu ogHOBpeMeHHO — B 92—100 % cinyyaes
[3, 4]. ITo xnmaccudpuxkaunu J1.B. Anamsan un A.B. Xairyko-
eBoit (1998) cunapom otHocuTcs K I Kmaccy mopokos
pa3BUTUA MAaTKM U Biarajuiia [5], a mo kinaccugpukanmm
CONUTA (Congenital Uterine Anomalies), peatioxXeHHOI
B 2013 . EBpomneiickiM 00111eCTBOM IO M3YYEHUIO PETTPOIYK-
1y yestoBeka 1 aMopuosniornu (European Society of Human
Reproduction and Embryology) u EBponieiickum o61ect-
BOM TMHeKoJioroB-a3HaockonucToB (European Society for
Gynaecological Endoscopy), — x 111 x1accy C2M2 BITP
PETpOAYKTUBHOMI cUCTEMEI [6].

Hemopua usyyesus

[lepBbie myOaMKaLMU, TTOCBSIIIECHHBIE TaHHOMY 3200-
JIeBaHUIO, MOsIBUIKUCH B 1922—1950 rr. [7—10], ogHako
JIETaIbHOE OIMCAaHKE TTOPOKA Y XKEHIIUH PEITPOTYKTUBHOTO
BO3pacTa ObUIO JaHO JuIlb B 1971 I. HEMELKMMM YISeHBIMU
U. Herlyn u H. Werner. OHu nipecTaBuIn KIIMHUYECKHE
clyJau yABOCHUS MaTKW B COYETAHUU C OMHOCTOPOHHEM
arJia3ven MOYKY M «KMCTOM rapTHEPOBA X04a», HA CaMOM
Jeje, IMO-BUIAMMOMY, SIBJISIBLICHCS CJIEIION TéMUBAaruHOMU
[11]. TTocne BeIXxoaa myoIMKaLIMK JaHHOE coueTaHUe TIPpU-
3HAKOB IOJIy4YMJIO Ha3BaHue cuHapoma Herlyn—Werner.

B 1976 . M. Wunderlich omucan rpymily nauueHTOB
PENpOIYKTUBHOTO BO3pacTa ¢ YIBOCHUEM Tejla U IIeKU
Matku (uterus didelphys), chopMHUpPOBaHHBIM BJIaraIUIIEM,
M30JIMPOBAHHBIM I'eMaTOIIEPBUKCOM CIIpaBa M IIPaBOCTO-
pOHHel amna3ueit moyku 1 MmodyetouHuka [12]. Ha stom
aTare HaKOIUICHMS CBEACHMI MOPOK IOJIYyYMJI Ha3BaHUE
cunapoma Herlyn—Werner—Wunderlich. ¥ neBouek non-
POCTKOBOTO Bo3pacTa nepsbie mogo0HbIi BITP 0b11 nuar-
HocTtupoBaH B 1988 1. [13].

Aoo6pesuarypa OHVIRA (Obstructed HemiVagina and
Ipsilateral Renal Agenesis), He UMelIOIIast PyCCKOSI3bIYHO-
ro aHaJjiora, BIiepBbIe ObLIa IpemtoxeHa B 2011 1. amepu-
kaHckumu yaeHbIMU N.A. Smith u M.R. Laufer [14]. DToT
TEPMUH, IO MHEHUIO CIIELIMATIMCTOB, TOJIKEH OBLT YIIPO-
CTUTh CUCTEMATU3aLIMIO TUIIOB CUHApoMa [14] ¢ yyeTom
KOMOMHAIIUI BCEX €ro MPM3HAKOB, B TOM YHCJIE TUIIA aHO-
MaJIMM Teja M IIeHKM MaTKU, pacIojioxkeHus (IpaBo-
WY JIECBOCTOPOHHETO) U YPOBHS MOPAXKEHMUST MOYETIOJIOBBIX
opranoB [10, 15]. TepMuH cTaj IUPOKO NMPUMEHSATHCS
B aHIJIOSI3BIYHOM JIUTEpaType.

B 2015 . L. Zhu u coasr. [16] npeaioxuin pa3aeJnTh
cunapom OHVIRA Ha 2 tuma — ¢ MoJHOM ¥ YaCTUYHOM
anasueit remuBaruHbl. OgHAKO 3Ta Kjiaaccu@UKauus
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HE YYMThIBaJIa BAPUAHTBI PACIIONIOXEHUSI OPraHOB MOYe-
BBIICIUTEIBHOM CUCTEMbI OTHOCUTEIHFHO 30HBI O0CTPYK-
uuu. H. Zhang u coast. B 2020 1. [17] npenyoxuim cyo-
knaccudukamnuio cuaapoma OHVIRA, o0603HaueHHYIO
kak 30: obstruction (00cTpyK1Ius), ureteric orifice (Moue-
TOYHMKOBOE OTBepCTHE) U outcome (ucxom). beuto omm-
CaHO 6 TUIIOB COYETAaHMUsI aHOMAaJIbHOM (POPMBI MAaTKK
C Pa3HBIMU YPOBHSIMU OOCTPYKIIMU BJIarajiuiiia, ¢ mapana-
TMHAJIbHBIMUA KUCTAMU, SKTOIMEN MOYETOYHUKA B 3aMKHY-
TyI0 TeMUBAruHy Ha pasHbIX ypoBHSX [18, 19]. ABTOpHI
HaIesUTUCh, YTO TAKOW MOIXOM IMO3BOJUT YYECTh pa3HO-
o0Opa3ue aHaTOMUYECKMX BapUAaHTOB, a CaMOe IJIJaBHOE —
YIIPOCTUT IUIAHUPOBAHUE MPEACTOSIIETO XUPyPruIeCKOro
BMeEILIATE/IbCTBA.

dmuonorus u namorexes

Mexanusmsbl pazsutus cuaapoma OHVIRA Ha ceron-
HSAIIHUA IeHb u3ydyeHbl He g0 KoHua [20]. M3BecTHO,
4yTO 0Opa3oBaHEe MIOJUIEPOBA M BOJIL(OBa IMPOTOKOB, (pop-
MMPOBaHME B HUX IIPOCBETA, CJAUSHNE IIPOTOKOB C UCYE3-
HOBEHHUEM IIEPErOPOIKHY 1 3aMEIlEHUE SIUTEINUS OTHOTO
TUIA IPYTUM SIBJISIIOTCSI OYEHb CIOXHBIMU ITPOIIeCCaMu,
IPY HApYILIEHUHX KOTOPBIX MOTYT BO3HUKHYTb Pa3HOO0pa3-
Hble Ae(eKThl OKOHYATEIbHOTO Pa3BUTHS MAaTKU U Bjlara-
quia. Bmecre ¢ TeMm HapyieHus npoaudepanu u gud-
epeHIIPOBKY Me30HEDPOTUUECKIX ITPOTOKOB IIPUBOIST
K (hOpMUPOBAHUIO areHe31K 3a4aTKOB MOYETOYHMKA U UII-
cunaTepanabHO# TTouku [21].

RnuHu4ecKue npoABneHus u QUarHocmuKa

Hawub6onee yacto cunnpom OHVIRA BBHISIBASIIOT B 1y-
OepTaTHOM IMepHojie, a UMEHHO B T€UEHHE MEPBBIX 2 JIET
rocJie repBoit MeHCcTpyauuu (MeHapxe). OH mposIBiIsieTCs
00JIIMU B HIDKHUX OTIEJIaX XXKMUBOTA, KaK IMPaBUIIO, BO Bpe-
MSI MEHCTpYyalluu BCJEICTBUE HAJIUYUS IPETSITCTBUS
IJIs ¥cTekamlIeit KpoBu. OmHaAKO BO3MOXKHO U OecCuM-
MITOMHOE TeYEeHHUE: MPHU YIBTPa3ByKOBOM HUCCIEIOBAaHUU
(Y3HN) cneuunannucTbl 00HApYKMBAIOT 00bEeMHOE 00pa30-
BaHUE B MajioM Tazy [4, 22]. TinatenpHOe rHHEKOIOTYEe-
cKkoe obcnemoBanue U Y3U — 30/10Toi1 cTaHgapT B IMar-
Hoctuke cuHapoma OHVIRA [20, 23]. Ecte MHEeHUE, YTO
npoBeaeHe Y3U opraHoB Majioro Taza yxe B Iepuoie
HOBOPOXIEHHOCTUA U IPYAHOM BO3pacTe y JeTeil C BbIAB-
JICHHOM OTHOCTOPOHHEMN TUCTCHE3UEN MOYKM AT IIaHC
paHo guarHoctupoBaTh cuHapoM OHVIRA [24, 25].
B cnoxHBIX ciTydyasx, K KOTOPBIM MOXKHO OTHECTH JUArHO-
CTUKY CUHIIpOMa y MaJICHbKMX JACTei, a TAKXKE B CUTYalll-
sIX, KOTJla HAJIMYME OOJIBIINX pa3MepOB MyKO- MJIU IreMa-
TOKOJIbITOCA U3MEHSIET TOIOrpacrio OPraHOB MaJIOTo Tas3a,
MPOBEIeHNE MAarHUTHO-PE30HAHCHOI ToMorpaduu mo-
3BOJISIET MPOSICHUTD KIIMHUYECKYIO CUTYaLNI0. Db PEeKTUB-
HOCTb COBPEMEHHBIX CPEACTB MEIULIMHCKOM BU3yaIN3aIIAN
MMOATBEPKIAETCS TEM, UTO B MOCJIEIHIE TOABI CTAIN BCTPE-
yaTbcsl onucaHus ciaydaeB cuHapoma OHVIRA B npemny-
OepTaTHOM M IaXke B IpeHaTaJIbHOM M HEOHaTaJbHOM
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nepuogax [4]. CaMmble paHHUE CJIydau IOCTAHOBKU JUar-
Ho3a cunapoMa OHVIRA — y mioga pu cpoke recraunu
22 u 25 Hen [4, 26].

Xupypruyeckoe nevexue cusgpoma OHVIRA

YeTKUX KIMHUYECKUX PEKOMEHIAIMI 1 aJITOPUTMOB
XUPYPIrUYECKOTO JICUSHUS He CYIIIECTBYET, ITOCKOJIbKY 00b-
€M U CII0OCO0 ONepaTHBHOIO BMEIIATEIbCTBA B KaXXKIOM
KOHKPETHOM CJIy4ae 3aBUCUT OT YPOBHS OOCTPYKIIMU pe-
MPOAYKTUBHOTO OpraHa, KIMHUYECKON CUTYyalluH, CTeTIe-
HU BOBJICYCHHOCTH OPraHOB MOYEBBLIBOISIIEH CHCTEMBI.
O0BbeM orepaly BapbUPYET OT KJIACCUYECKOTO MIIM DH-
JMOCKOITMYECKOT0 MCCEUCHUS BIaraJIUIITHON IIEPETOPOIKH,
YTO o0OecreynuBaeT APEHUPOBAHNE YACTUYHO aIlIa3upo-
BaHHOI T€MUBATrUHBbI, 10 JAIapOCKONMMUIECKOU IKCTUPIIA-
LIUM TeMUMATKHU TIPU OUY€Hb BBICOKOM YPOBHE aTpe3HU.
HekoToprie crienualncTbl B Ka4eCTBE XUPYPTUIECKOTO
JISYEHMSI TIpeUIaraloT MpoOBOAUTh OMHOITAITHOE aMOyJia-
TOPHOE TUCTEPOCKOIMMYECKOE MCCEUCHNE BIaraJuIIHON
Meperopoaku 0e3 MpUMEeHEeHUs O0Ileil aHeCTe3UU C MC-
MOJIb30BaHMEM OUTMOISIPHBIX 3JIEKTPOJOB pa3zmepoM 5 Fr
[27]. TakuM 0Opa3oM, B psAlie CIy9aeB SHIOCKOITUS MOXET
OCYILIECTBIISIThCS 0e3 00111ei aHecTe3un. CBoeBpeMeHHOe
JIe4eHe TIPUBOIUT K OBICTPOMY KyIIMPOBAHMIO CUMITTOMOB
3a00J1eBaHUS, PEAYIIPEKICHUIO BOZMOXKHBIX OCTIOXKHEHUH,
a TaKKe B OOJIBIIMHCTBE CIyYaeB CIIOCOOCTBYET COXpaHe-
HUIO PENTPOIYKTUBHBIX BO3MOxKHOcTel [20]. Upe3BbIyaitHO
BaXKHO ITOHMMATh, YTO OIIepaTUBHBIC BMEIIATEILCTBA ClIe-
JIyET TIPOBOAUTH C TIPEABAPUTEILHOMN ITOATOTOBKOM, ITOCIIE
JETATbHOTO 00CJIeIOBaHMS M UCKITIOUMTEILHO B TUTAHOBOM
TOpsIKe.

OpmHoli U3 BaxKHBIX 32714, CTOSIINX IePe XUPYPIoM,
SIBJISIETCSI TIOUCK YCThsI 3KTOITMYECKOTO MOUYETOUHHMKA. DTa
1IeJIb B OOJIBIIIMHCTBE CIyYaeB MOXET ObITh JOCTUTHYTA
TOJIBKO TIPY MCIIOJb30BAaHUN SHIOCKOIIMYECKOIO 000py-
noBaHug [28]. Ucnonb3oBaHue cyoknaccudpukanuu 30
[17] mo3BonsieT BHIOpaTh ONTUMAIBHBIA METOI M 00bEM
XUPYPrUUIeCKOro BMEIIATeIbCTBA B 3aBUCUMOCTH OT TUIIOB
TIOPOKOB B KaXXIOM KOHKpETHOM ciiydae. Hike mpeacras-
JIEHBI KJIMHUYECKUE CIydau, WITIOCTPUPYIOIINUE Te TPY/I-
HOCTH, KOTOPbIE BO3HUKAIOT ITPU JUATHOCTUKE CUHAPOMA
OHVIRA u BI6OpE MeToAa JIeYeHUsT, MPUMEHEHUU DHI0-
CKOITMYECKOrO O0OPYIOBAHUS Y JEBOYEK MJIAMLIETO BO3-
pacra. O0e malueHTKY IIPOXOAMIIN JIeUeHNE B OTAEICHUN
TUHEKOJIOTUM IS IETeH 1 TOAPOCTKOB IETCKOTO JIeYeOHO-
peabwntanonHoro kominiekca @PI'bY «HaumoHanbHbIM
MEIULIMHCKUI UCCenoBaTeIbCKU LHeHTp uM. B.A. An-
Ma3oBa» MuH3npasa Poccun.

Knunuyeckui cnyyaii 1

Hayuenmra H., 2 200a 6 mec, 6 nnanoeom nopsodke no-
cmynuna 043 00caedo8anus no nogody peyudusupyouezo
syvsogasunuma. M3 anamuesa uzeecmmno, umo ¢ 1-eo mecauya
JHCU3HU 0e804KA HAOAHOAAACH YPOA02OM NO NOBOOY aeeHe3Ul
Aesoil nouku. B 6 mec xcusHu no pezyssmamam nAAH08020

42020

Y3H 6 manom ma3ze 6b110 6bi5161€HO KUICMO3HOE 00paA308aHUe
pazmepamu 3,0 x 5,0 cm. Ilocmasaen duaeno3: goanuxynsap-
Has xkucma auyHuka. Habarwodenue npodoaxceno. B 2 eoda
6 mec 6 c653U ¢ 0cmpoil 604610 8 JCUBOMe, NOBbIUEHUEM MeM-
nepamypuot mena do 38,5° C, nosieaenuem 00UNbHbIX SHOUHBIX
6bl0eneHUll U3 NOA08bIX HYymell 8 SIKCMPEeHHOM NopsdKe nayu-
eHmKa 6blAa 20CRUMAAU3UPOBAHA 8 XUpypeuHeckoe omaoene-
Hue no mecmy scumenvcmea. [unexonoeom nocmaener duae-
HO3: OCMpbL 8YAb6808AUHUM, QOAAUKYAAPHAS KUCMA
auunuka. [lposedena cucmemnas anmubaKmepuanbHas me-
panus, 8 pe3yavimame KOmMopoii CUMRIMOMbL UHIMOKCUKAYUU
u 60au nonHocmoio Kynupogarsl. OOHAK0 eHOlHbIe 8bl0eneHUs
U3 noao6vIx nymeii coxpansaucs. I[layuenmka nanpaeneua 6
2uHeKo0n02u4eckoe omadenenue 01 demeil U NOOPOCMKO8
DI'BY «HayuonanvHotii MeOUYUHCKUN UCCACO08aAMENbCKUI
yeump um. B.A. Aamazoea» Munzopaea Poccuu. Ilposedena
MACHUMHO-PE30HAHCHAS MOMOSDADUS MAN020 MA3aQ 0e3 KOH-
mpacmuposarus (1,5 Tn), 6 xo0e Kkomopoit 06HapyiceHo noa-
HOe YOBOeHUe meaa U weliku MamKu, 81a2aulya, ciends 2e-
mugaeuna pasmepamu 3,3 x 1,9 x 2,2 cm, 3anoaHenHas
2UNEPIXOEHHBIM COOEPHCUMBIM (RUOKOABNOC), HA CIOPOHE
aeenesuu nouku (puc. 1, 2).

IIposedeno duaecHocmuueckoe emeuiamenbcmeo nod 0o-
weti anecmesuel ¢ y1bmpasgyKogsim konmposem. Bo eraea-
Aume 86e0eH HCUOKOCMHBLU IHOOCKON, 8U3YANUZUPOBAHA
gecmonuamoii hopmbl weiika mamku, cieea om Hee 8 001a-
CMU 1€6020 800a HA CAUZUCMOL 000104Ke GblA6AeHbl IPKO-
KpacHoeo yeema puixavie epanyaayuu. Ilpu pexmanvrom
UccAedo8anuy 6 Malom mase 0OHAPYyICeHO HU3KO PACHOA0-
JCeHHOe MACK0IAACMUYHOe ONYX0Ae8udHoe 00pa308aHue
epyuteeuonoil gopmol pasmepamu 5,0 x 3,5 cm ¢ yemxumu
KOHMYpamu, opueHmupoganHoe y3koii yacmoio kHu3y. Ilpu
HA0asAusaHuy Ha 00PAa308aHUe U3 61a2aluua 00UAbHO Ucme-
Kan eHoll. Taxkum obpazom ycmaroeneH OuaeHo3 cuHopoma
OHVIRA, ocaoxcHeHH020 1€80CMOPOHHUM NUOKOAbNOCOM.

Puc. 1. Maenumno-pe3onancras momozpaghus opearnoe mMaroeo masa nayu-
eumxu H.  pexcume T2, caecummanvras naockocmo. [loanoe yoeoenue mena
mamku. Cmpeaxoi omme4ueHo npagoe meano Mamxu

Fig. 1. T2-weighted magnetic resonance imaging of female patient H.’s pelvic
organs, sagittal projection. Full double uterus. Arrow shows the right uterine body
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Puc. 2. Maenummno-pesonanchas momoepagpus opeanog Maioeo maza nayu-
enmku H. 6 pexcume T2, caecummanvhas naockocms. CKonaenue eunepum-
MEHCUBHO20 CO0ePICUMO20 8 NOAOCTU 1€8020 BAALAAUWA (NUOKOAbROC)

Fig. 2. T2-weighted magnetic resonance imaging of female patient H.’s pelvic
organs, sagittal projection. Accumulation of hyperintense contents in the left
vaginal cavity (pyocolpos)

r w

Puc. 3. Duoockonuueciuit ocmomp negoii eemusaeunvl nayuenmiu H. u npo-
JN0HUPOBAHHOE OPEeHUPOBAHUE €601l 2eMUBARUHDBL C UCNONb308AHUEM Kame-
mepa Doness No 8

Fig. 3. Endoscopic examination of the left hemivagina of female patient H.
and prolonged drainage of the left hemivagina using Foley catheter No. §
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Buinoaneno onepamueroe emeuamenscmeo: YaCmMu4HoO
UCceveHa 61a2atlyHas nepecopooxa, ONOPONCHEH NUOKOALHOC
obsemom oxono 20 ma. Ha kpas cozoannoeo omeepcmus 6 ne-
Pe2opodiKe HAN0XCeHbl 3aUUMHbIEe GUKDUAOBBIE AUSATYPbL.
IIpu s3ndocKonuueckom ocmompe 1€60li eeMUaUHbL: CAU3U-
cmas 000104Ka eeMUBacUHbl U 1€6asl Welika MamKu — C 6bl-
PAdNCEHHBIMU 80CHNANUMENbHBIMU USMEHEHUSMU, SHOUHbIM
u pubpuHo3HbIM HaremOM. [l canayuu 1eoli eemMusacuHtbl
6 Hee 6seden kamemep Doses, ukcuposan nymem pazoyéa-
Hus maHxicemku (puc. 3).

IIpogederno ycnewnoe npobHoe NpoMblBaHUe NOAOCU
nuokoavhnoca. Ilocieonepayuonnsiii nepuod npomexan
0e3 ocroxcHeruil. ExceOne6HO 8bIN0OAHANU UPPULAYUIO N80l
2eMuUBaUHbl AHMUCENMUKAMU 4epe3 86e0eHH bl Kamemep.
Pesyasvmam KyavmypaivHoeo uccaedoganus noceea eHos:
obuabnblit pocm FE. coli.

Ha 8-e cymku nocae onepayuu 6 y0061emeopumensHom
cocmosHuu nayueHmka 6viaa vinucana. Mamo nayuenmu
00y4eHa GbINOAHEHUN) CAHAYUOHHBIX UPPULAYULL, KOMOpble
3amem npogoduna @ meuenue I mec. /lesouxa gena o0biuHblLil
00pa3 JHcusHU, Mo2Aa cogepulams NPOSyAKU, HaAu4Ue Kame-
mepa cyw,ecmeeHHo He 8AUSA0 HA Kavecmeo ee JcusHu. He-
CMOMPS HA MUAMeAbHYH0 CAHAUUI, 8 NPOMBIBHBIX 800aX
8peMs Om 8peMeHU NOABASAACH NPUMECH SHOSL.

Yepes 1 mec 60 epems NOBMOPHOL e0ChUMAAU3AUUU
Kamemep ydanen. Ilpu HcudKkocmuoli 6aeuHocKonuu ycma-
HOBACHO, MO CAUUCMAS 00040YKA 160U 2eMUBACUHBL 04U~
CIMUAAcL OM SHOUHBIX U PUOPUHO3HBIX HAAEO8, CYU4EC -
B€HHO YAYHMUAUCL Ycaosus eusyasusauyuu. Ilo 3adueil
CMeHKe €60l eeMUBAcUHbl Ha 2 CM HUdCe WeliKu MamKu
00HAPYIHCEHO YCmbe IKMONUHECK020 MOHeMOYHUKA 8 sude
MO4YeuH020 OMeepCmust OKpPyeoll (popmul, edyueeo 8 mpyo-
yamyw cmpyKkmypy eayouHoi He Oonee 5 MM 8 8UOUMOIL
yacmu (puc. 4).

Tlayuenmka nepesedena 6 xupypeuueckoe omaoenenue,
20e 8bInoAHeHO noaHoe ypoaocuteckoe obcaedosanue (Y3HU,
KOMNbIOMEPHAs MOMO2padus, IKCKPeMopHas ypoepapus,),
10 pe3yavmamam Komopo2o eu3yaiu3upoeams OUCnAACmuY -
HYH nOYKY He y0aaocs (puc. 5).

|

Puc. 4. ﬂuaeﬂocmuwecxaﬂ HCUOKOCMHAS 8ACUHOCKONUS navueHmxku H. yepes 1 mec nocae emewamenscmea: a — npaeas weiika MamKu, 0— ycmobe 5Kmo-
nuUYeCcK020 MOYEMoOYHUKA 8 CIeHKe €60l cemueacuHbl; 6 — n1eeds weiika mamxku

Fig. 4. Diagnostic liquid vaginoscopy of female patient H. 1 month after the intervention: a — right uterine cervix; 6 — opening of the ectopic ureter in the left

hemivaginal wall; 6 — left uterine cervix

OpuruHanbHasA

(=)
w



OpuruHanbHasf

=)
x

AHIPOAOI' VI

I TEHUTAABHASI XUPYPT VST

Puc. 5. Komnsromepras momoepaghus opeanos 6prowHoli noaocmu nayueH-
mku H., apmepuanvras ghaza, 3D-pexoncmpykuus. Aeene3us 1e6oii NOHKU.
Eduncmeennas (npasas) nouka, eukapHas eunepmpous

Fig. 5. Computed tomography of the abdominal cavity of female patient H.,
arterial phase, 3D-reconstruction. Agenesis of the left kidney. Solitary (right)
kidney, vicarious hypertrophy

<

¥ | W

Puc. 6. Aumpaonepayuonnas gomoepagus. Jleeas nouka pasmepamu
0,9 x 0,5 x 0,4 cm ¢ kucmo3noi mpancghopmayueii u eunonaasuell, pacno-
N0XCEHHAS HA ypo6He no360HK08 L —~L ;

Fig. 6. Intraoperative photo. Left kidney 0.9 x 0.5 x 0.4 cm with cystic
transformation and hypoplasia located at the L ~ L vertebra level

C yuemom pe3yrsmamog OuUaeHOCMU4ecKoil 6A2UHOCKONUU
(8bI561€HO YCMbE N€6020 MOYEMOUHUKA) XUPYP2AMU NPUHAMO
peulerue 0 nposedeHUU ONepamueHO20 6MeUamenscmed ¢ UH-
MpaonepayuoHHbIM NOUCKOM OuceeHemuyHou nouxu. I1o ae-
80l ROAYOKPYICHOCMU MA308020 KOABYA 3AOPHOUUHHO Obia
8bl0eneH SUNONAA3UPOBAHHDLI 6Ll MOUEMOYHUK, OUCTANb-
HO MO4emOYHUK 8X00UA 80 eadeantuule, a npu NPOKCUMANbHOM
8bl0eneHUU 0OHAPYICEHA KUCMO3HO-MPAHCHOPMUPOBAHHAS
eunonaasuposanHas nouka (puc. 6). Ilposedena nanapocko-
nuYecKas 1e60CMOPOHHSAS HedhpoypemepIKMomus.
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Puc. 7. Konmpoasroe yrbmpa3sgykogoe uccaedo8anue opeaog Maioeo maza
nayuenmku H. uepes 6 mec nocae onepamugnozo emeuiamenscmea

Fig. 7. Control ultrasound examination of the pelvis of female patient H. 6 months
after surgical intervention

Tucmonoeuueckoe 3axarouerue: onepayuoHHbli Mamepu-
an npedcmaesner 2py6080ONOKHUCMOU PUOPO3HOI MKAHbBIO
¢ HeMHO20YUCACHHBIMU (DUOPOZUPOBAHHBIMU U COXPAHHBIMU
NPUMUMUGHBIMU KAYOOUKAMU U CKONACHUSMU He3PeablX mpy-
oouek, ¢ ymepeHHOU Oupgy3Ho-04aeo60il AumMpoyumapHoi
uH@UABMpayueti CmpombL.

B yooeaemeopumenvrHom cocmosiHuy nAYUEHMKA 6bINU-
cana. Yepes 6 mec npu naanogom ocmompe Jicanod He 6bi10,
camouyscmeue NayUeHmKU 0cmaganoch Xopouum, no OAHHbIM
Y3U obsemmbix o6pazosanuii 6 manom mase He bls61eHO (puc. 7).

3akarouumenvHoulil KAUHUYECKUL OUACHO3: CUHOPOM
OHVIRA, aeeocmoponHss gpopma: yosoeHue meaa u weiku
MamKu, OUCMANbHAs ampe3usi Ae60l ceMUacuMbl, OUceeHe3us
/€601 NOUKU ¢ IKMONUeL] 16020 MOHEMOUHUKA 8 Ne8YI0 2e-
musaeury. Oca0dicHeHUe: NUOKOABNOC N€B0U 2eMUBAUHDL.
[lpuyuna opmuposanus nuoKoAbnOCA: 8a2UHANLHAS IKMO-
nus 16020 MOYeMOYHUKA, CKONAEHUE UHPUUUPOBAHHOZ0
ceKkpema duceeHeMmu4HOU 1€60l NOUKU 8 3aMKHYMOM 81ded-
Aulye.

KnuHuveckui cnyyaii 2

Ilayuenmexa E., 6 nem, nocmynuia 8 naaHo8om nopsioke
¢ HCan0bamu Ha NOCMOsHHbIE 00UAbHblE ¢ HeNPUSMHBIM 3a-
naxom eHoliHvle 8bloeneHUs U3 eaazaluuja 6 meverue 3 nem.
C 3-mecaunoeo 6o3pacma nayueHmMKa HabA00ANACD YPON02OM
no noeody aeeHe3uu 1e6oll NOYKU, ypemepoeudpoHedposa
eduHcmeenHoll npagoli nouku. B éospacme 3 nem y nayuen-
mku npu Y3H opeanos manoeo masa vis61eH0 KUCMO3HOe
obpaszosanue 6 manom mase pasmepamu 5,3 x 2,9 x 4.5 cm.
Ilo pezyasmamam maeHUmMHO-pe30HAHCHOI momoepaguu
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Puc. 8. Maenummno-pe3zonancras momoepaghus opeanos manroeo maza nayu-
enmku E.  pexucume T2, cacummanvnas naockocms. Ckonaenue eunepum-
MEHCUBHO20 CO0ePICUMO20 8 NOAOCU 1€8020 8AAAAUULA (NUOKOABROC)

Fig. 8. T2-weighted magnetic resonance imaging of female patient E.’s pelvic
organs, sagittal projection. Accumulation of hyperintense contents in the left
vaginal cavity (pyocolpos)

JUaeHOCMUPOBAHA AHOMANUS PA3GUMUS MIOAAEPOBLIX NPO-
mokoe, 3anodo3per cundpom Maitepa—Pokumanckoeo— Kro-
cmepa—Xaysepa (puc. §).

B 6o3pacme 5 nem 6 demckom xupypeuuecKkom cmayuo-
Hape no no8ooy HAAUHUS BbIUEONUCAHHO20 00PA306aHUS Bbl-
noaHeHa duaeHocmu1eckas Aanapockonus. Boisenen cnaeu-
Hblll npoyecc 8 Maiom mase, OCyulecmenet aoee3uoausuc.
OxonuamenvHblii OuaeHo3 He Obla ycmanoeneH. Boiderenus
u3 eaaeaauuia npodoacaaucs. Ilayuenmra eocnumanusupo-
8aHA 6 cUHeK0102U4ecKoe omoenerue 05 oemell U HOOPOCH -
k06 DI'BY «Hauyuonanvhoiii meduyunckuil uccaedosamens-
ckuii yenmp um. B.A. Aamazoea» Munzdpasa Poccuu nocne
camocmosmenvHoeo obpaujenus. Ilpu pexmanvHom uccaedo-
BAHUU 8 NPOCKYUU 6AA2ANULYA NANBRUDOBAHO 02PAHUYEHHO
NO0BUIICHOE YYyECmeumensvHoe 00pasoeanue MsaeK08amoil
Koxcucmernyuu ouamempom do 5 cm. Ilpu Y3HU opeanoe ma-
/1020 MA3Q 8blsI6AEHO NOAHOE YOBOCHUE MAMKU, MOACMOCIEH-
Hoe o6pasosanue cresa pasmepamu 6,2 x 3,5 cm ¢ dcudxkum
epyboducnepcubim codepucumoim. Ilocmaenen duaeHo3 cuH-
dpoma OHVIRA.

Tloo obweii anecme3suelii evinosHena ouazHocmuyeckas
HCUOKOCMHAS 8ACUHOCKONUSL: 8Aa2anuiye c60000HO NPoxoou-
MO, OAUHOIL 7 CM; U3-3a BbIPAICEHHO20 8bIOYXAHUS 1€60i 00-
K060l cmeHKU eaaeaiuuja He y0aiocy U3yaiusupogams
uieliKy mamxku 6 Kynoae gaaeanuwa. Ocyujecmenera nyHKuus
CMEeHKU 61a2aiuua 6 mecme e2o Hauboavuleeo 8blOYXaHus,
noayueno 0k0a0 50 ma HcuoK02o 310860HHO20 eHOSL HCEAMO20
yeema. I[IyHKyuoHHOE Omeepcmue pacuupeHo, 86e0eH Heuo-
KOCMHbLI 9HOOCKON, 8U3YAAUZUPOBAHA NepepacmsIHymas
Ae6as eeMuUeaeuna ¢ 0OUAbHbIMU OMAONCEHUAMU PudpuHa
Ha CMeHKax, Ae6as uleiika MamKi, 8U3yaiu3uposams npagyr
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weliKy mamiu He yoanocs. Boinoaneno ucceuenue earaeanuuy-
HOU nepecopoOKU ¢ HANONCEHUEM 3AUWUMHBIX GUKPUNOBBIX
AUeamyp, nocae 4e2o 6 1esylo eeMUeacuHy eeeder Kamemep
Dones No 12, gurcuposan nymem pazo0yeanusi MaHICEMKU.

Tlocaeonepayuonnuiii nepuod npomekan 6e3 0CA0NCHEHUL
Ha (hoHe exceOHeHbIX UppUayuil pacmeopamu GHMUCENMUK08.
[layuenmka evinucana na 7-e cymxu nocae onepayui 8 yoog-
nemeopumenvhom cocmosnuu. Yepesz 2 ned npu nogmopHoi
ACUOKOCTHOU 8ACUHOCKONUU Y0AA0CH 8U3YAAUUPOEAMD 00e
weliKu MamKu, npu4em npagas Oviaa CUAbHO YNAOWeHa, pac-
nAACMAaKa no 61a2anUUHOLl nepe2opodie 6 ee 8epxXHell Hacmi.

3axawuumenvholll KAUHUYECKUI OUA2HO3: CUHOPOM
OHVIRA, aesocmoponHss opma. Aeenesus 1e60i noYKU.
OcnoxcHeHue: NUOKOABNOC A€B0l eeMUBAUHBL CO CEUULOM.
Ilpuyuna gopmuposanus nUOK0ALNOCA OCMAAACH HESACHOL.
Habaooderue 3a deeoukoii npodoaiceHo.

06cy:xneHue

IIpencraBieHHBIe KIMHUYECKHME CIyYal JEMOHCT-
PUPYIOT CJIOXHOCTh OMAarHOCTUKM cuHapoMa Herlyn—
Werner—Wunderlich B npemny6epratHoM nepuone [1—4,
29]. Y Hammmx manyeHToB IpU SIPKOM KIMHUIECKON Kap-
TUHE OCJIOXKHEHHOTO TeUSHMS MOPOKa IJIUTEIbHOCTD AM-
arHOCTUKM MCUMCISIACh roaMyd HECMOTpPSI Ha TO, YTO
OBLUIM MCIIOJIb30BaHbI BCE BO3MOXKHBIE METOBI, B TOM UM -
cJie nanapockKomnust. [TpruduHbI OIIMOOK JUarHOCTUKH U Jie-
YeHUST — OTHOCUTENIbHAS PEIKOCTh ITOPOKA, HEMOCTATOUHAST
UH(GOPMUPOBAHHOCTD PAKTUUECKUX Bpadyeil 0 CHHAPOME
OHVIRA, oTcyTcTBHE MYJIBTUANCLIUIUIMHAPHOTO TTOAX0AA.
AHanornyHas npo6aema HabJrogaeTcs Mpy BeIeHUU Ae-
BOUEK B mybepTaTHOM Tiepuojae. HecBoeBpeMeHHast 1 Tak-
TUYECKN XaoTW4Has auarHoctuka cuHapoma OHVIRA
MIPUBOIUT K (POPMUPOBAHUIO HEBEPHOT'O MIPEACTaBICHMS
0 KJIMHUYECKOM CUTYyalluM, OIIIMO0YHOMY BEIOOpY 00beMa
JICYEHUS U, KaK CJIEICTBUE, K TAKUM OCJIOXHEHUSIM, KaK
CTPUKTYPBI, paCPOCTPAHEHHBIMA CIA€YHbIM U BOCIIAIM-
TeJIbHBII IIPOLIeCC, a TAKXKE K HEOOpaTUMbIM M3MEHEHUSIM
Tororpaduu opraHoB MaJIOTO Ta3a C MOCIEAYIOIINM YXY/I-
LIEHUEM PEIPOIYKTUBHOIO MMoTeHIana [29].

OCHOBHOI1 1Ie€JIbI0 OINEPAaTUBHOIO BMeEIIATEIbCTBA
npu cunapome OHVIRA cuuraetcs opmupoBaHue cooo0-
LIIEHWS MEXAY IIPpaBOi 1 JIEBOM ITOJIOBUHAMU BJlarajivila.
Xupypruueckas koppekuusa cuaapomMa OHVIRA B o6oux
OIMICAaHHBIX CTy4asix ObljIa TEXHUYECKH IPOCTa, IMallMeHTKI
OBICTPO OCBOOOXKIAINCH OT ITIAaBHOTO CUMITTOMA 3a00J1eBa-
HUSI — UCTEeUeHMs THOsI U3 Biaranuiua. B odoux ciydasx
MMPUMEHEH METOJ ITPOJIOHTMPOBAHHOTO IPEHUPOBAHMSI I'e-
MUBAarvHbI IyTeM BBeeHUs KateTepa Dojiest, TaK Kak UK -
TeJbHOE CYIIECTBOBaHME ITMOKOJIbIIOCA, HACTOCHMI Du-
OpMHa M THOS Ha CJIU3UCTON 0O0O0JIOUKE TreMUBATUMHBI
HE MO3BOJISIA IIPOBECTH ITOJIHOLIEHHYIO PEBU3HIO BJIaraiu-
11a cpasy IocJie 3BaKyallud COAepKMMOro. TakTuka Ipo-
JIOHTUPOBAaHHOTO APEHUPOBAHUS TeMUBATUHBI y JEBOYEK
MJIAJIIIETO BO3pacTa ¢ aHAJIOTMYHOM (popMOIi CMHApOMaA
OHVIRA 06b11a onucaHa B HayuHoit nureparype [30]. T1pu
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MCCEUCHUH BJIarajIuIIIHOM MepEropoaKu, OCOOEHHO Y IeBO-
YeK MJIAZIIEero Bo3pacTa, B YCIOBUSIX U3MEHEHHOI aHaTO-
MMHU CJIeOyeT NeWCTBOBATh OCTOPOXXHO BO M30eKaHUE paHe-
HUS CMEXHBIX OpTaHoB. Tak, B 000X CITy4Jasix UCCEYCHUIO
MpeniIecTBoBajIa MyHKIIYs. ToIbKO MOCIe IOTyYeHNUS THOS
MYHKIIMOHHOE OTBEPCTUE PACIIIMPSUINA U Pe3eLIUPOBAIN B~
UMbl CBOOOTHBIC yJacTKM Ieperopoaku. K ocropoxxHoct
B TaKUX CIyYasix PU3BIBAIOT U 3apyOeKHbIe Kosuteru [31].

B 1-M cnyvae Gbu1a BBISIBIIEHA COXpaHHasi aKTUBHOCTh
3a4YaTKOB OPTaHOB MOYEBBIACIUTEIbHON CUCTEMEI, T.E.
(byHKIIMOHMpOBAJIa IMCTEHETUYHAS TT0YKa C SKTOIMYE-
CKMM MOYETOUYHUKOM B 3aMKHYTOI1 JIeBOli reMMBarvHe.
Bo 2-M ciiyyae 0co0eHHOCTH PacIioNOoKeHMs TIpaBoii eii-
KM MaTKX MOTJIM CO3[IaTh PUCK €€ ITOBPEXICHUSI C TToCe-
ayromuM (GopMUpOBaHUEM LEPBUKATBHON aTpesuu,
IIPU KOTOPOI KpaliHe BBICOK PUCK OPraHOYHOCSILIEH OIIe-
pauu B OynyiieM. [TpununHa popMupoBaHUs THOKOJb-
rnoca, Io-BUIMMOMY, ellie B 3-JIeTHEM BO3pacTe OcTajaach
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y 5TOM MaLIMEHTKU HesicHO#. He Obu10 00HapyKeHO YCThs
SKTOINMYECKOT0 MOYETOUYHMKA Ha CTEHKAX JICBOI reMu1Ba-
TMHBI. MOXHO IPEIoN0XUTh, YTO OHO MOIJIO IIOIAaCTh
B 30HY pe3e¢KIIMM BATMHAJILHOM IIEPErOPOAKHU C IMOCTCIY-
IOIIIMM €ro pyOlIeBaHUEM.

3akniouenue

Takum obpazoM, cumnToMbl cuHapoMa Herlyn—Wer-
ner—Wunderlich HacTonbKO pa3HOOOPA3HBI, UTO IEBOUYKU
C 3TUM 3a00JIeBAaHMEM MOTIYT OKa3aThCsl B KAOMHETE XM-
pypra, TMHEKOoJ0Ta, ypoJiora, HedpoJiora, reguarpa. ITo-
POK IPEeNMYILIECTBEHHO KOPPEKTUPYETCS B AETCKOM WJIU
IOHOILIECKOM BO3pacTe, U 3HAHMS O HEM Yallle BCEro OT-
CYTCTBYIOT Y CIHELIMAJIMCTOB, OKa3bIBAIOIIMX IIOMOILb B3PO-
cJIbIM. MBI HafieeMcs1, UTO MpeACTaBISHHbBIN 0030p U KT~
HUYECKME WIITIOCTPALK IOMOIYT M30eXaTh 3aTPyIHEHMI1
B nuarHoctuke cuHapoMa Herlyn—Werner—Wunderlich
1 U30paTh ONTUMAJIbHYIO TAKTUKY BeIEHUS OOIbHBIX.
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