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JIbBIBCHKMI HALlOHANBHUNA MEIUYHUN
yHiBepcuteT imMeHi [lanuna axunbpkoro
(M. JIbBiB, YKpaina)

— Pe3iome

Bcemyn. Cunopom Xeprina-Bepnepa-Bynoepiixa — KOMRIeKCHA AHOMANISA PO3GUMKY HCIHOYOI ceyocmamegoi cucme-
MU, KA 8KII0YAE NOOBOEHHS MAMKU, NOB3008AHCHIO Nepe2opooKy Nixeu 3 obcmpykyicio oouiei ii norogunu ma incina-
mepanvHy azenesito HUpKu. Touna nowupenicms 0aH020 CUHOPOMY Hegidoma, 0OHAK OKpeMi nyOnikayii ceiouames npo
me, wo wacmoma 0anoi namonozii konusaemucs 610 0,16 0o 10% cepeo ycix anomaniti po36umKYy HCiHOUUX cMaAmMe8ux
op2anis.

Kniniynuii eunadok. B cmammi npezenmogano xkainivnutl 6unadok 14-piunoi nayicnmku i3 cunopomom Xepiina-
Bepuepa-Bynoepnixa, sakuil 0y8 64acHo 0id2HOCMOBAHUL Ma Xipyp2iuHO NPOLIKO8aAHUU, 002080peHO 0iAZHOCMUYHI NiO-
xo0u ma nikyeauna. llayienmka ckapicuiacy Ha npozpecyroyy OUCMeHopelo 3 8iKy Mernapxe enpooosxc 6 micayis, saxka
CcmMaeana HecCmepnHol i He NPOXOOUNA NICAA NPULOMY cuMnmomamuynoi mepanii. IIpu npogedenni yibmpaseyKo602o
00Ccmedcentss Opeani6 Maio2o maszy ma HUpox 6y10 0iaeHOCMOBAHO NOEOHANY AHOMANII0 PO3GUMKY CEYOCMAmMesoi
cucmemu: NOOBOCHHA MAMKU, NPAGOOIUHUL 2eMAMOKOILNOC MaA 2eMamoyepsixe, azenesia npasoi nupxu. Maenimmuo-
PE30HANCHA MOMO2PADis Opeanie Maio2o mazy ma 4epegHoi NOPONCHUHU NiOMEepOUna HAAGHICMb Y NAYIEHMKU CUH-
opomy Xepaina-Bepuepa-Bynoepaixa. IIpogedeno guciuenns no6300824CHb0I nepe2opooKu nNixeu 3 ymeopeHHAM €OUHOT
nixeu. I1i0 uac sucivenns nepemunxu 3i “cainoi” npasoi nixeu eudiruioce 6ins 200 mn eycmoi, memnoi kpogi. Koo-
HUX [HmMpaonepayitiHux ma nicisionepayiuHux yckiaornensv He oyno. Ilayichmky na 5-my 006y 6 3a008i1bHOMY CMAHI
sunucano 0ooomy. Yepes 12 onig nicas sunucku 3i cmayionapy y nayicHmKy po3noyaidcs yepeo8a MeHcmpyayis, AKa
mpusana 6 OHie, i npouwia 6e3001icH0. ByO0b-aKux IHWUX CKApe NAYIEHMKA He BUCLOBAI08AILd.

Bucnoexu. Panns diaenocmuxa cunopomy Xepnina-Bepuepa-Bynoepaixa ma tio2o xipypeiuna Kopekyis 0acms 3M0-
2y nonepeoumu GUHUKHEHHA CEPUO3HUX 2IHeKON02IUHUX YCKIAOHeHb. B diacnocmuyi 0anoeo cunopomy GU3HAUANLHY
ponb 8idiepae no€oOHane GUKOPUCTNAHHA eKCHePMHO20 YIbMPA38YKOBO20 00CMEHCeHHL Ma MAHIMHO-PEe30HAHCHOT Mo-
moepadhii. 3anopyroio ycnixy y eedenui nayieHmox iz cunopomom Xepiuina-Bepuepa-BynOoepnixa € 31a200%ceHa po-
boma MyreMuOUCYUNTIHAPHOT KOMAHOU I3 3AIYYEHHAM OUMAY020 2iHeKoa02d, Yypoioed, peHmeeHoaoed, cneyiaiicma
YALMPA38YK0BOI diacHocmuku ma aHecmesionoza. Y eunadkax 6HympiuHb0ympoOHoi diacHocmuku azceHesii 00HOT
HUPKU YU [HWOI namonoeii po3eumky HUPOK y nao0is JHcinowoi cmami cio 8 n00AIbUoMy 00 HACMAHHS 8IKY MeHapXe
npogecmu Ougeperyitiny diachocmuky 3 cunopomom Xepiaina-Bepuepa-Bynoepuixa.

Kniouoesi cnosa: cunopom Xeprina-Bepnepa-Bynoeprixa, 2emMamoxonvnoc; OucMenopes,; azenesis HupKu.

BcTyn

Cungpom Xepaina-Bepuepa-Bynnepnixa — komr-
JeKCHa aHOMallis pPO3BUTKY JKIHOYOI cedocTaTreBoi
CHCTEMH, sIKa HalyacTime BKIIOYAE Tpiaay aHATOMId-
HUX MOPYIIEHb: MOJBOEHHS MAaTKH, MOB3IOBXKHIO IIe-
PETUHKY MiXBH 3 00CTpyKIieto ofHiel if mosloBUHU Ta
inciylarepanbHy areHe3ito HUpKU. laHuil CHHAPOM 3y-
CTpIYa€eThCS BIIHOCHO PiAKO, TOMY TOYHA HOTO MOMIN-
PEHICTH HEBiIOMa, OTHAK OKpeMi myOmikaIlii BKa3yrTh
Ha Te, II0 9acTOTa JaHOI IaToyJorii KOJMBAETHCS Bil
0,16 no 10% cepen ycix aHOMaJliil pO3BUTKY KiHOIHX
crateBux oprasiB [1, 2]. ETionaToreHes qaHoro cHH-
JpOMYy BHBUEHHH HE JIOCTAaTHHO, 3aJEXKHTh BiJ MHO-
KUHHUX CNIreHEeTHYHUX (aKTOpiB, sIKi BITMBAIOTH Ha
eMOPpi0JTOTIYHNH PO3BUTOK CEYOCTATEBOT CHCTEMH, 11O
(bopmyeThCs 3 MIOTIEPOBHUX (TTapaMe30He(PparbHUX) Ta
BOJbGoBHUX (Me30HEePpalIbHUX) MPOTOKIB [3, 4].

Hiarnoctuka cunapomy XepuiHa-Bepuepa-Byn-
Jepiixa yCKIaJHIOEThCS TUM, IO BiH MPE3CHTYETh-
Cs pI3HOMAaHITHHUMHM HeCHEeUH(PIYHUMHU KIIHIYHUMHU
nposiBaMu, sIKi Haldacrime 3’ sBISIOTHCS HE3a]0B-
ro micng HacTaHHA MeHapxe [4, 5]. Tomy 3a3Bmuait
3 MOMEHTY HapOJKEHHs [IIBUMHKU 10 BCTAHOBICHHS
JiarHO3Y MPOXOAHUTH BECh MEpiog AUTUHCTBA Ta Ipe-
nyoeprary. [Ipore onucano jaexinbka BUIAJIKIB Jia-
THOCTHKHM cHHJApoMy Xepiina-Bepuepa-Bynnepnixa

MpeHaTaJbHO Ta B pAHHBOMY HEOHATaJIbHOMY Mepiomi
[6, 7]. CydacHI MOXJIHBOCTI NMpeHATAIbHOI qiarHOC-
THKHM 33 OCTaHHI POKM 3HAYHO 301JIBIIMIUCH, 1 Jia-
THOCTHKA HUPKOBOIT IATOJOTIT y MJI0/a 3aBASKH Yib-
TPa3ByKOBUM anaparaM €KCIIEPTHOIO Kjacy CYTTEBO
nokpamuiack. ToMmy BUSBICHHS aHOMaii pO3BUTKY
HHUPOK y TIJIOMIB )KiHOYOT CTaTi BUMAarae B MOJAIBIIO-
My MiATBEpPAUTH ab0 CIPOCTYBAaTH HASBHICTH Y HUX
curapomy Xepiina-Bepuepa-Bynaepiixa du iHOIuX
aHOMaJIill PO3BUTKY JKIHOYMX CTAaTEBUX OpPraHiB.

Benyunmu cuMnrTomMaMu npu cuHApoMi XepiiHa-
BepHepa-ByHuepnixa € gucMeHopes Ta HapocTaro-
YUH Ta30BUH O1JIb, IKMH IOCHIIOETHCS MICIIST KOXKHOT
HacTymHOiI MeHcTpyamii [8, 9, 10, 11].

Kninika nanoi aHomadiii po3BHUTKY ce4oCTaTeBOi
CHCTEMHM 3yMOBJICHA T'OJOBHMM YHMHOM HasBHICTIO
MOB3/I0BKHBOT IIEPETUHKH MiXBH, SIKa CIPUYHUHSIE 00-
JiTepanito ofHi€l i1 MOJTOBUHU 3 BTOPHHHUM PO3BU-
TKOM T'€MaTOKOJBIIOCY Ta 'eMaTOMETPH, IO B CBOIO
4epry CTBOPIOE MEPEeIyMOBH AN PO3BUTKY HOJANb-
mux ycknanHeHs [8, 10, 12]. OnHak HemoAaBHO
3’BUJIMCH HAYKOBI MyOJiKailii, sSKi MOBIJOMIISIOTH
Ipo Te, 0 Y YaCTHHH KIHOK CIIOCTEPIraeThCsi HETO-
BHA MEPEropoakKa MiXBH i, BIAMOBIJHO, HEMOBHA Te-
Mmiob6cTpykmis [13, 14]. ¥V takux mamieHTok “ciima”
HOJIOBUHA MiXBH YaCTKOBO Ma€ CIOJIYYEHHS 3 KOHTP-
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alaTeparbHOI, MO BimoOpakaeThbcs Ha KIIHIYHIN
KapTUHi, i MOXXE BIATEPMiHYBaTH AiarHOCTUKY [15,
16]. Mizus x Bepudikanis cuaapomMy Xepiaina-Bep-
Hepa-ByHaepnixa MoXke CIPUYMHUTH PO3BUTOK Py
YCKJIaJIHEHb: €HIOMETPi103Y, MIOKOJIBIIOCY, TIOMETPH,
MiOCAJIbIIIHKCY 3 BUHUKHEHHSAM OC3IUIiJAs Ta HCBH-
HOIIYBAaHHS BariTHOCTI B mojxanpmomy [2, 5, 17, 18].
Gholoum Ta cmiB. (2006) TOBiZOMIAIOTH, IO y 2 Ma-
i€HTOK i3 cuHIpoMoM XepriHa-Bepuepa-Bynnepi-
Xa mepelir 3aXBOPIOBAaHHS YCKIJIAJHHUBCS 1HTpaabmo-
MiHaJlbHUM abcuecom [11].

HesBaxaroum Ha Te, M0 KIACUYHUN BapiaHT CHH-
npoMmy Xepiina-Bepuepa-ByHnzaepiixa Bkiovae B ce-
Oe HasBHICTH ONHOOIYHOT HUPKOBOI areHesii 3i cTopo-
HH BariHaIbHOI 0OCTPYKIii, HEPIAKO 3yCTpidaeThCs
Jaucriaszis abo MONIKMCTO3 HHUPKH 3 MPOTHIECKHOT
cropoHu. KpiM TOro omucaHi BUMAJKH CKTOMIYHOTO
49U MOABOEHOI0 ceuoBona [2, 19, 20]. HasBHicTh BpoO-
JUKEHOT aHoMaiii CeYOBUIUIBHOI CHCTEMH 301IbIIYE
pPU3UK BUHUKHCHHS TMOpPYIICHHS (QYHKLII HUPOK Ta
peLUnINBYIOYNX 3aMaJbHUX 3aXBOPIOBaHb, TOMY Ta-
HieHTKH 3 cuHApoMm Xepiina-Bepuepa-Bynaeprnixa
MOBHHHI OyTH MPOKOHCYJIBTOBaHI ypojorom [19, 20].

PerenpbHo 3i0paHuil aHaMHe3, TIHCKOJIOTIYHUN
OTJISIZ, YABTPa3BYKOBE OOCTEKEHHS OpraHiB Mayoro
Ta3zy Ta HUPOK 3HAYHOIO MipO0 JONOMAara€e y BcTa-
HOBIIEHHI J1iaTrHO3Y, OJHAK HAasBHICTh T€éMaTOKOJIBIIO-
Cy 9acTO 3MIHIOE aHATOMIIO OpPTaHiB MajoTo Ta3y, L0
CTBOPIOE MEBHI TPYAHOIII s CleliajgicTa yiabTpas-
BykoBOi giarHoctuku [16]. Tomy misi BCTaHOBICHHS
OCTaTOYHOIO J1arH03y PEKOMEHJO0BAaHE MPOBEACHHS
MarHiTHO-pe3oHaHcHOI Tomorpadii (MPT), mepesary
BiIIAfOTh APYTiil Pa3i MEHCTPYaTbHOTO IHUKIY, KOJIH
MoKpamyeTsest gudepeHIianis MiXk eHI0- Ta MioMe-
Tpiem. OKkpiM aHOMaNill XKIHOYMX CTATEeBUX OpraHiB
MPT nomomarae B AiarHOCTHUIII aHOMAaJiil PO3BUTKY
HUPOK, 30KpeMa JucTomii un exkromnii wupku [19, 21,
22]. Tomy maHW# MeTOA OOCTEXKEHHS OCOONHMBO iH-
(hopMaTHBHHI B T11aTHOCTUII KOMIUIEKCHUX aHOMAaJiil
CEe4OCTaTEBOI CUCTEMHU.

Omnepariero BUOOPY B JIIKyBaHHI MAaIi€HTOK 13
cunjnpom Xepiina-BepHepa-Bynaepnixa € pesekiis
MEeperopojku MmixBu B mybOepratHomy mepioxi [23,
24]. V Bumanky po3BHTKY yCKJIaIHEHb (CHIOMETpi-
03, TeMaTOCaJbIIIHKC, MiOCANBIIHKC TOIIO) IIPOBO-
JSTh JIAaNapOCKOMiYHE JIKyBaHHS BHUSBICHOI Iaro-
aorii [14]. Cnixg 3a3HayuTH, 1O BariTHICTh HAcTae
y 84,8% mnamientok i3 cunapom Xepiina-BepHepa-
Bynnepnixa [14]. OgHak 4acTo BUHOIIYBAHHS TaKoi
BaTiTHOCTI mepebirae 3 pi3HOMaHITHHMH aKyIIep-
CBKUMHU yCKIamHeHHsIMHU [14, 25], Tomy 3aciyroBye
Ha 0COOJIMBY yBary 3i CTOPOHH aKyIIep-TiHEKOJIOTIB
Ta ypOJIOTiB.

Mu npe3eHTyeMO KJIiHIYHUN BUManok 14-piyHoi
NIBUMHKHN 13 cuHApoM Xepiaina-Bepuepa-Bynnepii-
Xa, KA OyB BYACHO HIaTHOCTOBAHUU Ta XipypridyHO
MpPOJIIKOBAHUN 3aBISKH 37ar0J)KECHOMY MYJBTHJHC-
HUIITIHAPHOMY MiJAXOY.

KniHiyHun Bunapgok

[ManienTtka X., 14 pokiB ckepoBaHa y JIbBiBChbKHH
00NacHUH IEHTP PENMPOAYKTUBHOTO 370POB’S Hace-
JMEeHHS I KOHCYIbTaIil TiHEeKoJIoTa 31 cKapraMu Ha
HapOCTAMUYHUH BIPOJOBK 6 MICALIB, MUKIIYHUNA O1Jb
B NIpaBiil 3MyXBUHHIN ninsHIi 0e3 ippaaiamnii, 4iTKO
OB’ A3aHUI 3 MEHCTpYyali€lo, SKUH Brepe 3’ IBUBCS
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3 Biky MeHapxe. CoMaTHYHUI aHaMHE3 Mali€eHTKH He
00TsKeHMI, 3aXBOPIOBAHb CEYOBHUAITBHOI CHCTEMHU,
TpaBM Ta omepainiii He Oymo. MeHapxe — 6 MicsIiB
ToMmy (cigeHp 2020 poky), MEHCTPYaJbHUN UK pe-
ryJIsipHUi, MeHcTpyauii no 7 quiB yepe3 28-30 nHiB,
6omtoui. 3a mkasnoo BAIIl 10 6aniB, B 3B 53Ky 3 UUM
npuiiMala HO-IIITy Ta CIa3MalroH, MiCJIs 40T0 HacTa-
BAJIO HE 3HaYHE moJjermieHHs. Ilicas ocTaHHBOI MEH-
cTpyamii 6i7b CTaB HECTEPITHUM.

JliBuMHKA — €JMHA TUTHHA B CiM’1, sIKa HAPOIMUIIACH
BijJl mepuioi AOHOMICHOI BariTHOCTI. BaritHicTh mpo-
Tikaja 0e3 ycKiaJHEHb, OJIHAK HAa PAHHbOMY TEPMIiHI
(2-3 TwxHi BaritTHOCTI) Mami OyiO TPOBEIEHO PEHT-
TEHOJIOTIUHE 1OCTi)KeHHs HIKHBOI menenu. utnHa
pocna i po3BHBaJach HOPMAIBHO, Y IICUXOMOTOPHOMY
pPO3BHUTKY He BifcTaBama. Ha MoMeHT oOcTexeHHS ii
pict OyB 158 cMm, Bara 43 xr, inaexc macu tina 17,2 kr/
M2. B 3aranpHOMy aHali3i cedi Ta 3arajbHOMY aHali3i
KpOBI MaNi€HTKN CYTTEBUX 3MiH He OyIo.

[Ipn mpoBeneHHI yIbTPa3ByKOBOTO OOCTEKEHHS
OpTaHiB MaJIOT0 Ta3y IO MICI[I0 MPOXUBAHHS BiIXH-
JieHb B Oy/IOBI MaTKH Ta SIEYHUKIB BUSIBJIEHO HE OyIO,
OJIHAK B MajJOMy Tasy, A0 3aly BiJl CEUYOBOIr0 MiXy-
pa niarHoctoBaHo pinuHHHH yTBip 118Xx74 Mm. Ilpu
yinbTpacoHorpadii ce4oBUAIIBHOI CHCTEMHU JliarHoC-
TOBaHO MOOINBIICHY B pO3MipaX JiBYy HHUPKY, IPaBy
HHUPKY B THIIOBOMY MiCIi HE BUABICHO, Y 3B A3KY 3
YUM TaIi€HTKy OyJ0 CKEpOBaHO B ypOJOTIYHE BijI-
ninenns KHIT “Miceka quTsda KJiHIYHA JIKaApHS M.
JIpBoBa”. TlamieHTKa KOHCYJIBTOBAHA YPOJOTOM (are-
He3ist IpaBoi HUPKHU), TUTIYNM T1HEKOJIOTOM.

[Ipu riHekoIOTIYHOMY OTJAMI: 30BHIIIHI CTATEeBI
OpTaHd PO3BHHYTI MPaBIIBHO, MO XIHOYOMY THILY,
BHJIIJICHHS 3 MIXBU CIIM30Bi. PEKTalbHO: B MOPOKHHU-
Hi MaJIoro Tasy, OiJplle crpaBa, MalbIy€eThCS 0OJFO-
quil yTBip nNpubau3HumMu posMipamu 10x6 cm, enac-
THYHOI KOHCHCTEHIII.

[Ipn mpoBencHHI YNBTPa3BYKOBOTO OOCTEXKEHHS
OpraHiB Majoro Tazy Ta HUPOK Ha yIbTPa3ByKOBOMY
anapari ekcrieptHoro kiacy (GE Voluson E8 EXPERT,
CIIIA) 3 BUKOpUCTAHHSM TpaHCaOAOMIHAJIBHOIO JaT-
yuka OyJ0 MiarHOCTOBAHO IO€JHAHY aHOMAIil0 pPO3-
BHUTKY CE€YOCTAaTEBOI CHCTEMH: NMOBOEHHS MaTKH, Ipa-
BOOIYHHI TEeMAaTOKOIBIIOC Ta TEMATOIEPBIKC, areHe3isd
npaBoi HUpKU. Po3mipu mpaBoi matkm 40x25x38 M,
nmiBoi — 35x23x30 MM, mwuiika miBol MaTku 28x15MM,
muiiKa npaBoi MaTKM pa3oM 3 MiXBOIO IpejACTaBiIcHA
rinoexoreHHUM YTBOPOM 3 JIpiOHOJUCHEPCHUM BMic-
ToM, po3Mipamu 105x69x80 mm (puc.1).

Jns ocraTounoi Bepudikamii 1iarHO3y mamieHTII
O0yno mposeneno MPT opramiB mamoro tasy Ta de-
peBHOT mopoxHUHU (puc.2, 3), sika nmiaTBepania JIia-
rHo3 — cunapom Xepiina-Bepuepa-Bynnepnixa. [Ipu
MPT BusiBIE€HO HasBHICTh €IMHOI JiBOT HUPKHU Ta ABI
OKpEeMi MaTKu, MpaBa HUPKa B MiCIli THIIOBOTO PO3Ta-
nryBaHHS BifcyTHS (puc.2). BinmosinHo mo xnacudi-
KaIii aHOMaJIilf pO3BUTKY KIHOYHX CTATEBUX OPTaHIB
ESHRE/ESGE 2013 poky cunapom Xepiina-Bepre-
pa-Bynnaepnixa knacudikyors ik U3bC2V2 [26].

[TpaBa mMaTKka Mae CIOJy4YEeHHS 3 MPABOOIYHUM Te-
MaTOKOJIBIIOCOM, SIKHI c(hopMyBaBCs BHACTIJOK “ClIi-
101" MOB3/0BKHBOI MEPETHHKHN MiXBH, IO MEPEIIKO-
JUKa€e HOPMaJIbHOMY BIATOKY MEHCTPYyaidbHOI KpOBi
(puc. 3). Ham Bumamokx cunapomy XepiiHa-Bepne-
pa-ByHnaepnixa JeMOHCTpPY€E HasBHICTh NMpaBoOidHOT
remMioOCTpyKLii mMiXBU Ta HUPKOBOi areHesii. 3a na-
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Humu Tong J. Ta cmiB. (2013p.) came Takuii BapiaHT
naHoi aHoMaiii PO3BHUTKY CEUOCTATEBOI CHUCTEMHU
3yctpivaersess y 60% manientox [14], y myOGmikamii
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Puc. 2. MPT kapTuHa, sika AeéMOHCTPYE BiACYTHiCTb npaBoi HUpku (T2 3BaxeHe 306paxeHHs, KOpPO-

HapHUW” 3pi3)

NIEERENE

Puc. 3. MPT kapTuHa, sika A€ MOHCTPYE HasABHICTb 1BOX OKPEMUX MaTOK, MNOPOXHUHA NpaBOi MaTKu
cnoJlyyaeTbCcA 3 NpaBoGiYHMM rematokonbnocom (T2 3BaxkeHe 306paKeHHs, akcianbHUM 3pi3)
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3 MeTOo10 KOpPEeKIii BUSIBICHOT aHOMalii pO3BUTKY
JKIHOYMX CTATEBUX OPTaHiB IIJISXOM CTBOPEHHS YMOB
JUISl BIATOKY MEHCTpPyajbHOI KpoBi 31 “cmimoi” mix-
BM, BUPINICHO IMPOBECTH OIEpaTHBHE BTPyYaHHS B
00’eMi: BUCIYEHHS MMOB30BXHBOT IIEPETUHKH MIXBU 3
YTBOpPEHHSM €quHOT mixBu. Oneparnis Oyia mposene-
Ha IiJ JOBEHHUM Hapko3oM. [lig gac BHCideHHS Iie-
peTHHKH 31 “ciinoi” mpaBoi MiXBW BUIIINAIOCH 0111
200 mn ryctoi, TeMHOi KpoBi (puc. 4), micist 4oro
Oyno mpoBeneHo il canamito (i3i0JOTIYHUM pPO3UH-
HOM 3 OeTagunom y po3sexnenHi 1:1. Kpai panu Gymno
o0munTO HenepepBHUM IIBOM 10 PeBepaeny. XKoxaaux
IHTpaornepaniiHuX yCKJIaJHEeHb HEe OyI0.

Puc. 4. BmicT npaBo6i4HOro rematokonbnocy

[Ticyst 3akiH4YeHHs orepainii B MiXBY MOCTaBJICHO
karerep Doxest Nel4 st moganbuioi aTpaBMaTUYHOL
cananii. Ilicnsonmepaniiinnii mepiox mporikas 6e3
YCKJAIHCHB, MallieHTKa OTpuMyBaiia DIyoMi3uH O
1 BariHanbpHINA TaONeTHi Ha HIY BIPOMOBXK 6 IHIB.
Ha 5-ty no0y B 3a70BibHOMY cTaHI BHIMCAHa J0-
nomy. Uepes 12 mHIB mmicis BHIUCKHU 31 CTamioHapy

NiTepaTypa

y Hani€eHTKH po3Iovajacs 4eproBa MEHCTpyalis, ska
TpuBana 6 mHIB, i mpolnuia 6e360micHO. Byab-aknx
IHIINX CKapT MalieHTKa He BUCIOBIIOBAIIA.

BucHoBKuM:

1. Panns giarnoctuka cuaapomy Xepiina-Bepne-
pa-ByHnepriixa Tta Horo XipypriuHa KOpeKIlisl JacTb
3MOTY TOIEpPEUTH BUHUKHEHHS CEPHO3HUX TIHEKO-
JOT1YHUX YCKIIAJHECHD.

2. B niarHOoCTHI aHOTO CHHJIPOMY BH3HAYAJIbHY
poJIb Bijirpa€e moe€JHaHE BUKOPHCTAHHS E€KCHEPTHO-
TO YJIBTPa3ByKOBOTO 00CTEXXEHHS Ta MarHiTHO-pe30-
HaHCHOI ToMorpadii.

3. 3amopykor yCIiXy y BEJCHHI MaIi€HTOK i3
cuanpomoM Xepiina-Bepruepa-Bynaepiixa e 3maro-
JOKeHa po0oTa MYJIBTHUAMCHUILIIHAPHOI KOMaHIW i3
3aIy4EHHSIM JUTSAYOTO TiHEKOJIoTa, yposora, peHTre-
HOJIOTA, CIleliajicTa yIbTpa3ByKOBOI JiarHOCTHKH Ta
aHecTesionora.

4.V Bunajgkax BHyTPIITHbOYTPOOHOT 1iarHOCTHKH
areHesii 0JJHOT HUPKHU YM IHIIOI MaTOJIOTii PO3BUTKY
HUPOK Yy TUIOJIB XKIHOYOI cTaTi Cliji B MOJAJbIIOMY
JI0 HacTaHHS BIKy MEHapxe MpOBECTH AU(PEpeHIiHHY
JIarHOCTUKY 3 CHUHIpoMoM XepiiHa-Bepuepa-Byn-
Jepiixa.

MepcnekTuBM NoganblUNX JOCAIAXEHb

[Momampmri mociKEHHS JaayTh 3MOTY IOKpAIIlH-
TH CBO€YACHY JIIaTHOCTUKY Ta AKiCTh KUTTS NALlIEHTOK
3 aHOMAaJiIMHU PO3BUTKY OpPTaHiB CEYOCTATEBOI CHCTE-
MH, a TAaKOX MOMEPEIUTH MOXKIUBI yCKIIaTHCHHS.

JocnimkeHHs IpoBeaeHO 3a 3rogoro Kowmicii 3 mu-
TaHb 0loMeauuHOI eTUKH JIBBIBCHKOTO HAI[IOHAIBHOTO
MEIMYHOTO yHiBepcuTeTy imMeni Janwmia ["annnbpkoro.
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CHUHJAPOM XEPJITUHA-BEPHEPA-BYH/JIEPTTUXA —
JEYEBHO-JUAT'HOCTHYECKHUE NOAXOAbI

H.C. Bepecniwok, B.H. ITupozosa, A.H. Hakoneunsiii

JIbBOBCKHIi HAHOHAJbHBIH MeTHIIHHCKU
yHuBepcuter uMenu Januna lanuukoro
(r. JIpBOB, YKpauHa)

Pe3rome

Beenenue. Cunnpom Xepinuna-Bepuepa-Bynnepanxa —
KOMIUIEKCHAas aHOMaJlus PO3BUTHUS MOUYENOJIOBOH CHCTEMBI,
KOTOpass BKJTIOYAeT YABOCHHE MATKM, MPOAONBHYIO MHepe-
TOpPOJKY BJlarajguimia ¢ oOCTpyKLUEH OJHOW €€ IOJOBUHBI
U UICUIATepalbHyl areHe3uro nouku. TouHas pacmpo-
CTPaHEHHOCTh JAaHHOTO CHHApPOMA HEM3BECTHA, OJHAKO
HEKOTOpble MyOIUKALUN CBUAETEIbCTBYIOT O TOM, YTO J0O-
HHOU maronoruu koiemiaurcs or 0,16 1o 10% cpenu Bcex
AHOMaJNil Pa3BUTHUS KEHCKUX TTOJTOBBIX OPTAHOB.

Knunuueckuil cnyuail. B crarbe mpencraBieH KIUHU-
yeckuil cnyvail 14-jeTHel mMauMeHTKU C CUHIPOMOM Xep-
nuHa-BepHepa-ByHaepnuxa, KOTOpEIl OB BOBpeMS quar-
HOCTHPOBAH M XHPYPrHUYECKU TNPOJICUEHHBbIH, 00CYXkIEHBI
JUarHOCTUYECKUE MOAXOAbl U seueHue. IlamueHTka xa-
J0BaNach Ha MPOTPECCHUPYIOMYI0 TUCMEHOPEI ¢ BO3pac-
Ta MEHapXxe B TeueHHe 6 MecdAleB, KOTopas CTaHOBUIACH
HEBBIHOCUMOW M HE IPOXOAMJIAa IOCJIEC NpUEMa CUMITOMA-
THYeCKo# Tepamuu. I[Ipm TpoBeneHWH YyIBTPa3BYKOBOTO
o0ciieoBaHUsl OPTaHOB MAJIOTO Ta3za U MOYeK OBIIO auar-
HOCTUPOBAHO COBMCIICHHYI aHOMAJIMIO PAa3BUTUSA MoOde-

HERLYN-WERNER-WUNDERLICH SYNDROME -
DIAGNOSTIC-TREATMENT APPROACHES

N. Veresnyuk, V. Pyrohova, A. Nakonechnyi

Danylo Halytsky Lviv
National Medical University
(Lviv, Ukraine)

Summary

Introduction. Herlyn-Werner-Wunderlich syndrome is
a complex abnormality in the development of the female
genitourinary system, which includes the uterus didelphys,
the longitudinal septum of the vagina with obstruction
of one half and ipsilateral agenesis of the kidney. The
exact prevalence of this syndrome is unknown, but some
publications indicate that the frequency of this pathology
ranges from 0.16 to 10% among all female genital tract
malformations.

Clinical case. The article presents a clinical case of
a l4-year-old patient with Herlyn-Werner-Wunderlich
syndrome, who was diagnosed and treated in time.
Diagnostic approaches and treatment were also discussed.
The patient complained about progressive dysmenorrhea
from the age of menarche within 6 months, which became
intolerable and did not pass after receiving symptomatic
therapy. Ultrasound examination of the pelvis and kidneys
revealed a combined anomaly of the genitourinary system:
the uterus didelphys, right-sided hematocolpos and hemato
cervix, agenesis of the right kidney. Magnetic resonance
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MOJIOBOW CHCTEMBI: YABOGHHE MATKH, IPaBOCTOPOHHUH Tre-
MaTOKOJBIIOC M TeMAaTOIEPBUKC, areHe3usi MPaBOH MOYKH.
MaruuTHo-pe30HaHCHAas ToMOoTrpadus OpraHoB Manoro Tasa
U OpIONIHOW MOJIOCTH MOATBEPAMIA HAJIUYHE Y MalUEeHTKH
cunapoma Xepiauna-Bepuepa-Bynnepnuxa. [Iposeneno uc-
cedeHHe MPOAOTbHON MEePEeTOPOAKH BlIarajuiia ¢ oopa3opa-
HUEM eJIMHOr0 Biaranuma. Bo Bpems ucceuenue neperopoa-
K "cienoro" mpaBoro BiarajJuila BhIAEINIOCH 0kojo 200
MJI I'yCTOM, TeMHOM KpoBU. HuKakux MHTpaomepalMOHHBIX
U TOCIeONepalMOHHBIX OCIOXHEHNH He Oblto. [lanueHTKy
Ha 5-€ CyTKHU B yAOBJIETBOPUTEIHHOM COCTOSHHH BBIITHCAIH
nomoii. Yepes 12 gHell mocie BBIMMCKM U3 CTallMOHApa y
NAallMeHTKU Hadajach OdYepeJHas MEHCTpyalus, KOoTopas
nauwnack 6 mgHel, mpomna Oe3donesHeHHo. Kakux-mubo
JIpYTHUX XKanod MmalueHTKa He BhICKa3bIBania.

BroiBoabl. PanHss 1quarHoctuka cuHApoMa XepiuHa-
Bepuepa-Bynnepnuxa n ero xupyprudeckast KOppeKIus II0-
3BOJIUT MPENYNPEAUTh BOSHUKHOBEHNE CEPbE3HBIX THHEKONIO-
TMYECKUX OCJIOKHEHHUil. B nmarHocTuke MaHHOTO cHHApOMA
ONPEENAIONIYI0 POJIb HIPAeT COYECTAHHOE HCIIOIb30BAHHE
9KCIEPTHOTO YIBTPA3BYKOBOTO OOCIEIOBAHUS W MarHUTHO-
pe3oHaHCHOI ToMorpaduu. 3am1oroM ycrnexa B BEICHUH Ma-
IUEHTOK ¢ CHHApoMoM XepnuHa-Bepuepa-Bynnepiauxa sBis-
eTcsl clakeHHas paboTa MyNbTUANCIUIIIMHAPHON KOMAH/IbI C
MPUBJICUEHUEM JETCKOr0 F'MHEKOJIOTa, ypoJsiora, peHTIeHOJIO0-
ra, CIEIHAINCTa yIbTPa3ByKOBOH JAMarHOCTUKU M aHECTE3U-
onora. B ciaydasx BHYTpHyTpOOHOH NHAarHOCTHKH areHe3UH
OJTHOI1 IMOYKY MJIM MHOI MaTOJIOTHH PAa3BUTHUS IIOYEK Y IIIOJ0B
JKEHCKOTO T10JIa CIIeyeT B JajbHEHIIeM 10 HACTYIUICHHS BO3-
pacTa MeHapxe IpoBecTH AuPPepeHUUnATbHYI0 THATHOCTUKY
¢ cu"apomoM XepiauH-BepHepa-Bynnepauxa.

KuoueBbie cioBa: cuuapom Xepiuua-Bepuepa-Byn-
Jepanxa; TeMaTOKONBIIOC; JTUCMEHOpEs; areHe3Hsl TTOUKH.
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imaging of the pelvic organs and abdominal cavity confirmed
that the patient had Herlyn-Werner-Wunderlich syndrome.
Excision of the longitudinal septum of the vagina with the
formation of a single vagina was carried out. About 200 ml
of thick, dark blood was released during the excision of the
septum from the "blind" right vagina.. There were neither
intraoperative nor postoperative complications. The patient
was discharged home in a stable condition on the 5th day.
Twelve days after discharge from the hospital, the patient
had their period that lasted for 6 days and was painless. The
patient had no more complaints.

Conclusions. Early diagnosis of Herlyn-Werner-
Wunderlich syndrome and its surgical correction will
prevent serious gynecological complications. The combined
use of expert ultrasound and magnetic resonance imaging
plays a decisive role in the diagnosis of this syndrome. The
key to success in the management of patients with Herlyn-
Werner-Wunderlich syndrome is the coordinated work of a
multidisciplinary team with the involvement of a pediatric
gynecologist, urologist, radiologist, ultrasound specialist
and anesthesiologist. In cases of intrauterine diagnosis
of agenesis of one kidney or other pathology of renal
development in female fetuses, a differential diagnosis
with Herlyn-Werner-Wunderlich syndrome should be made
later before the onset of menarche.

Key words: Herlyn-Werner-Wunderlich Syndrome;
Hematocolpos; Dysmenorrhea; Agenesis of the Kidney.
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