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BpopyxeHi Bagy )KiHOYMX CTaTe€BUX OPTaHiB CKIaJal0ThCA 3 TPYIM piSHOMaHITHNUX BiIXM/IEHDb Bifi HOpMaabHOI
aHaTOMiYHOI OyfoBu. JIikyBaHHA BPOJKEHMX BaJl PO3BUTKY )KIHOUYNX CTaTeBYUX OPTaHiB 3a/IeXXNUTD Bifl TUITY aHO-
MaJlii Ta OXOIUIIOE SIK €H/IOCKOIIYHi, TaK i BiIKPUTi OllepaTBHi BTpyYaHHS.

Metoro po6oTy 6y/I0 IIpeACTaBUTY BUIIAJOK BPOIKEHO] aTpe3ii IiXBY B IO€HAHHI 3 aTpe3i€lo INITKY MaTKI
B IiBUMHN-II/I/TITKA, AKill IPOBEJEHO riCTepEeKTOMIIO.

Kniniunmit Bunapgok. I1ifg gac xipypriuyHoro BTpy4aHHs y AiBUMHY 3 PO3YMOBOIO BifICTa/TiCTIO 3 IIPUBOJY T'O-
CTPOTrO alleH/IUIINTY 3aIiJ03pEeHO BPOPKeHy MATO/MIOTiI0 PO3BUTKY MAaTKM. I1ifl 9ac mofanpIoro o6cTe>xeHHs BCTa-
HOBJICHO J1iarHO3 — aIl/Ia3ilo MiXBY Ta MIMITKM MAaTKI. [JIUTVHA OTpUMYyBaja KOHCEPBAaTUBHY Tepalliio (rOpMOHa/Ib-
Hi KOHTpaLIeNTUBMY), IPOTe OY/IVM NOPYLIEHHS PeXMUMY JIiKyBaHHS, 1[0 3yMOBIIO HEOOXiTHICTb Y MOBTOPHIIt
rocrirasisarii Ta ypreHTHOMY XipypriuHoMy BTPY4aHHi — ricTepeKToMii 3 IpaBoOiYHOI TyOeKToMi€lo Ta TiBo-
6iuHOI0 ajHeKceKTOMi€. [Ticnsonepaniitanit mepe6ir mpoiinos 6e3 yCKIagHeHb.

BucnoBku. [liByara nmpeny6epraTHOro i my6epTaTHOTO BiKy 3 IepBMHHOIO aMEHOPEEI0 Ta LIMK/IIYHIM a0oMi-
Ha/IbHUM 6071eM 000B’13KOBO IMOBIMHHI OI/IALATICD JUTSIYMM TIHEKOTIOTOM i3 METOIO MiITBepKEeHH s/ BUK/TIOYeH-
HA 0OCTPYKTVMBHIUX aHOMAJIill PO3BUTKY MaTKJ 260 CTaTeBMX IIUIAXIB, IXHBOTO CBOEYACHOTO JIIKYBaHHS Ta 3aII0-
OiraHHA PO3BUTKY MOXK/IMBMX YCKIaZHEHb. B1Oip TakTHKy XipypriqyHoro gikyBaHHS aTpesil MiXBYU O€IHAHOI
3 aTUTasiero MMITKM MAaTKM Ma€ 6y Ty iHAMBiTyanbHIM y KOYKHOMY BUIIAZIKY i3 ypaXyBaHHAM CYITyTHbOI TaTOMOTil
Ta COLia/IbHOTO CTAaTYCy IUTUHIN.

HocnimKeHHA BUKOHAHO BiIIOBiTHO K0 NpMHINIIB [enbciHchKoiI fekmapanii. IIpoTokon focifKeHHA yXBaie-
HO JIoKa/IbHMM €TMYHUM KOMITeTOM 3a3HayeHuX y po6oTi yctanoB. Ha mpoBeieHHs fOCTiI>)KeHb OTPUMAHO iH-
dbopMoBaHy 3rofy OATHKIB fiiTelk.

ABTOpU 3aAB/IAIOTH IPO BiICYTHICTb KOHPTIKTY iHTEepeciB.

Kntouoei cnoea: BpogKeHa aTpesis MiXBY, BPOIPKEHa aTpe3is MMUIIKY MaTKMY, TiKyBaHH, TiCTEPEKTOMisA
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Congenital malformations of the female genital organs consist of a group of various deviations from normal anatomical structure. Manage-
ment of the congenital abnormalities of the female genital tract depends on the type of malformation and includes both endoscopic and
conventional surgeries.

The aim of this study was to present the case of congenital vaginal atresia associated with cervical atresia in adolescent female patient, in
which hysterectomy was performed.

Clinical case. During surgery, due to the acute appendicitis in a female patient with mental retardation, the uterine congenital mal-
formation was suspected. After further investigation, the diagnosis of vaginal and cervical aplasia was established. She received
conservative therapy (peroral contraceptives), but there were disturbances in the medication regime that caused the necessity of
rehospitalization and emergent surgery — hysterectomy with the right-side tubectomy and left-side adnexectomy. The postoperative
course was uncomplicated.

ISSN 2304-0041 Xipypria gnuTadoro siky (YkpaiHa) Ne4(85)/2024 | 123



Clinical case

Conclusion. Girls of prepubertal and pubertal age with primary amenorrhea and cyclic abdominal pain should always consulted by a gyne-
cologist in order to confirm/exclude malformations of uterus and genital tracts, their timely treatment, and prevention of possible complica-
tions. The choice of surgical treatment for vaginal atresia combined with cervical atresia should be individual in each case, bearing in mind

associated pathology and social status of the child.

The research was carried out in accordance with the principles of the Declaration of Helsinki. The research protocol was approved by the
Local Ethics Committee of the institution mentioned in the work. The informed consent of the patients was obtained for the research.

No conflict of interests was declared by the authors.

Keywords: congenital vaginal atresia, congenital cervical atresia, treatment, hysterectomy

Bcryn

Bpopm>keHi Bagy )KiHOUMX CTaTeBUX OPTaHiB CKIafia-
I0TbCA 3 TPYIIM PiISHOMAHITHMX BiIXMJIEHD Bifl HOpMaJIb-
Hoi aHaToMiuHOiI O6ynoBu [11]. [Jesiki Bagy po3BUTKY
€ HaC/TiIKOM IIOPYILIeHH: Ha OfHilI cTafii eMmOpioreHesy,
TOJi AK iHIIi € pe3y/nbTaTOM MOPYLIEHb Ha JeKiTbKOX
crapisx [16]. Mronneposa (Miillerian) anmasis abo cun-
npoM Mayer-Rokitansky-Kiister-Hauser (MRKH) me
BPOJKEHa BaJia, AKA 3yCTPiYa€ThCA B )KiHOK i3 HOpMasib-
HJM >KiHOYMM KapiOTUIIOM i TUTIOBMMY BTOPVHHUMU
crareBuMu osHakamy [32]. Cungpom MRKH xapakre-
pU3yeThCs XKiHOUMM KapiotunoM (46, XX) i moxe 6yTn
IBOX TUIIIB — i30/IbOBAaHUIL, KO/IM HasABHA IIOBHA 260
JaCcTKOBA aIlIasis MaTKy Ta BepxHix 2/3 mixsu (tum I)
a00 ITOEHYBATHUCD 3 IHIINMMY eKCTpareHiTaIbHUMMY Ba-
mamu (tum 1T) [35]. [lommpeHnicTp anasii MaTku HEBU-
coka (mpu6mm3Ho 3% Bij ycix Bai MaTKu), a B 3aTa/IbHii
nony/nAnii BoHa CTaHOBUTD <1% [15], a BpomykeHoi are-
Hesii a00 mucredesii MMITKY MaTKU KOMBAEThCA BiJl
1/80000 mo 1/100000 [14,42] i maitke B 50% MalieHTOK
BOHa aCOLHIOETHCS 3 BPOIKEHOI0 areHesi€ro mixsu [31].

JIikyBaHHA BpPOJI>)KEHMX BaJ] PO3BUTKY XKiHOYMX CTa-
TEBUX OPTaHiB 3a/IEKUTH Bifl TUITY aHOMaJIil i OXOIIIOE
AK eHJOCKOIIIYHi, TaK i BifIKpUTi OllepaTMBHi BTpy4YaHHA
[27,30,31,34]. 3a3Buuaii nepeBara HaJjA€ThCsI OPraHO3-
Oepirarounm omepanisM, BUKOPUCTOBYIOUYY PEKOH-
CTPYKTUBHO-IIACTUYHI TexHosorii [26,29]. IIpoTe
€ TIeBHi BapiaHTM aHOMaIill PO3BUTKY, KoK BUOip Me-
TOZY TIKYBaHHS € AMCKyCiitHuM [4,9].

Meto10 po60TH OY/IO IIPeACTaBUTI BUIIA/IOK aTpesii
IIiXBY B IIOE€JJHAHHI 3 aTpe3i€l0 MMIIKY MaTKU B [iBUM-
HU-TIJTITKA, SIKill IPOBEEeHO riCTePEKTOMIIO0.

HocnigKeHHs BUKOHAHO BifiIOBITHO KO IPUHIUIIB
Ienbcincbkol gexknapanii. IIpoTokon gocmimXeHHA
yXBasieHO JIOKaTbHMM € TMYHMM KOMiTE€TOM 3a3Ha4€HNX
y po6oTi ycranoB. Ha mpoBeieHHS BOCTi>KeHb OTpH-
MaHO iHpOpMOBaHy 3rofy 6aTbKiB fiiTeil.

Kninigyamin Bunmagox

Hieuunka B., iABamif FUTUHCTBA, Yy Bili 15 pokiB
(y ciuni 2020 p.) ornepoBaHa 3 IPUBOAY TOCTPOTO TaH-
TPEHO3HOTO aneHAnINTY y JIbBiBCbKMIT 06/IaCHI ANTA-
uirt kainivnin aikapai (JIOOKIT) «OXMATIONT». Iix

vac nmepeOyBaHHA Y KIIiHII il AiarHOCTOBaHO aHOMAJTiI0
po3BuTKY MaTky. Ha BuMory 6aTbKiB IalieHTKy ckepo-
BaHO /15 IIOI/IMO/IEHOT0 0OCTeXXeHHs Y CreljianisoBa-
HMI IiarHOCTUYHO-IIKYBa/IbHMII 3aKaf M. Kuesa, ne
BCTAHOBJIEHO iarHo3: AHOMaifA pO3BUTKY CTaT€BUX
opraHiB: Amiasisa mixBu Ta MUK MAaTKY, FeMaToMe-
Tpa; TyboOBapiabHi BOOIYHI yTBOpEHH:; pO3yMOBa
BifcTanicTe. Bunucano Ha am6ynatopHe niKyBaHHS
1 JMHaMiYHE CIIOCTEPEXEHH QUTAYOTrO TiHEKOJIOTaA.

Yepes 6 MicALB NiBYMHKY TOBTOPHO IOCIITa1i30BaHO
B YPreHTHOMY NOPAZKY Y Xipypriune Bigainenna JIOJKJI
«OXMATNT» 3i ckapramu Ha piski 6071i B HYKHIX Bifi-
JliTax )KUBOTA, HYA|OTY, O/mroBaHH. I1ix yac giarnoctiaHol
JTAIIAPOCKOIII BUAB/IEHO 3HAYHY KiIbKICTh TeMO/Ti30BaHOL
KPOBi Ta MaCHBHMIA CIIaJIKOBUII IIPOLIeC y TOPOXKHIHI Ma-
7I0ro Tasa. BUKOHaHO afresionisyuc, yCyHyTO KUIIKOBY
HEIIPOXi/IHICTh, IIPOBEIEHO CAHALLIO Ta IPEHYBAHHA Ma-
noro Tasa. Ha 7 mo6y miciis oneparii ;UTHHY B 3a10Bi/Ib-
HOMY CTaHi IIepeBEMIEHO Y CIelliali30BaHMIi IiarHOCTUY -
HO-JIiKyBa/IbHUII 3aKnaf M. Kuesa 1 noganpioro
IUTAHOBOTO OII€PATMBHOTIO MiKYBaHHA. 3 OITIALY Ha Ha-
SIBHY JIEVIKOIIEHII0 OIIEpaTMBHE BTPy4YaHH:A BilTepMiHO-
BaHO; JiBYMHIi IPU3HAYE€HO FOPMOHAJIbHI IIepOpabHi
koHTpanenTnBu(«Perynon» no 1 1. 1 pa3 Ha go6y, mpo-
TATOM 3 MicAILiB y 6e3liepepBHOMY peX1Mi) Ta CBiUKM
«[Jictpenrtasa». Yepes 1 MicAIb, y 3B’ 3Ky 3 IOPYIIEHHAM
pexumy npuiiomy «Perynony», moyanuch piski 6omi
B HIDKHIX BiIIIi/IaX )XMBOTA, Hy#OTA, O/r0BaHHA. [liBunH-
Ky rocniranizosano B JIOJKJI «OXMATIVT».

O6’ekTUBHO: 3aranbHUI CTaH JUTUHU CEPeTHbOI
BaXKocTi. [lynbc - 76 yn/xs., Temneparypa - 37,3°C.
IlocTynHa B 00MeXXeHOMY KOHTAaKTi, Ha MMTaHH BifjIIo-
Bimae He oxoue. llIkipHi moxpusy 61ifi, 3 HOpMaTbHUM
TYPropoM, BUCUIIAHHA BificyTHi. SI3UK Bomoruit, He 06-
K1ageHnit. BropunHi craresi o3Haku - Ma2Ax2P3Me2.

JKuBirt He 3pyTuit, M AKMit, JOCTYITHNIT IO OKii
TajbIIallii B eIi- Ta Me30racTpii, IeN0 HaIpy>KeHui Ta
9y T/IMBUI IIPY Ta/IbIIALi] B TiIIOTacTpii, /je IaJbIIyeTbCA
IIi/TbHNUIT IOMIPHO 6O/TI0YNMIT TYTO-eaCTUYHNI YTBip
HeIpaBWIbHOI GOPMI, THO AKOTO PO3TALIOBaHe Ha 4 cM
Buie noHa. CUMIITOMM NIOAPAa3HEHHA OYePEBUHU —
Bif emHi. CevyoBuIryckaHHA 6e360/TicHe, He ITOpYyLIeHe.
Bunopo>xHeHHs caMOCTiliHi.
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l'iHeKomorivyHmMit CTaTyC: 30BHILIHI CTaTeBi OpraHu
PO3BUHYTO BignmoBigHO mo BiKy. HadBHa amnasia
ImiXBM — BXiJj y MiXBy BifgCyTHi. IIpu pexranbHOMY
OITIAZ MPOCTEXYETHCA TYTO-eIaCTUIHNI YTBIp OBasIb-
Hol popmu po3mipamu mpubMM3HO 8x4 cM, HIDKHI 10-
JI0C IKOTO PO3TAIllOBAaHMUIL Ha 2 CM BUIIle aHAJIBHOTO
OTBOPY, 00MeXXeHO PyXOMMIA, Iy T/IMBUIL IPU HajIbIIalil.

Jna BupilleHHA MOAaNbIIO]I TiKyBaTbHOI TAKTUKNI
AUTVHI IPY3HAYE€HO KOMIUIEKCHe 00CTeXXeHHs. Y Ipo-
1eci J006CTeXKeHHA TPOJJOBKYBaIa OTPUMYBATH IIPO-
TU3aNalbHY, €31 HTOKCUKALillHy, CUMIITOMaTU4YHY Te-
pallifo Ta TOPMOHAJIbHII T€MOCTa3.

3araspHUII aHaTi3 KPOBi: reMOrno6iH — 99 1/11, eputpo-
Ty - 3,13x10%%/71, KOJIbOPOBMIA MOKasHUK — 0,9, n1eitko-
v — 4,8x10°/11, eosuHObimm — 2%, nanuakosaepHi — 6%,
cerMeHTosiepHi — 75%, miMmdorutu — 15%, MOHOIIUTY —
2%, MBUAKICTb OCiJaHHA ePUTPOLIUTIB — 3 MM/TOf.

Yac sropranHA kpoBi (3a CyxapeBuM): MOYaTOK —
3 XB, KiHellb — 6 XB; 4ac KpoBoTeui 3a J[roke — 1 XB.

3aranbHuit aHami3 cedi: 6imok — 0,26 r/71, neKo -
™ — 7-8 y oz 30py (11/3), epuTpounTy He3MiHeHi —
1-0y /s, cnus.

BuyTpimraboBeHHa yporpadis: GpyHKIIis 060X HUPOK
CBOEYACHA, JliBa HUPKA 33 TUIIOM HEIIOBHOTO IIOJIBOEHHS.

MarniTHO-pesoHancHa ToMorpadis (MPT) opranis
MaJIoro Tasa: My/IbTUKIMCTO3HE YTBOPEHHA Y MPOEKIIii
JBUX NOJATKiB MAaTKM 3 TeMOpariyHuM BmicToM. JIBo-
OiyHMII reMaTOCaIbIIIHKC. ATIasia mixBu Ta arpesis
mmiiky Matku (puc. 1).

IuTUHI BCTAHOB/IEHO K/TiHIYHUI [liarHO3: AHOMaTis
PO3BUTKY CTaTeBMX OPTaHiB: all/Iasis MiXBMU, TeMaToMe-
Tpa; IBOOIYHMIT FeMaTOCaIbIIIHKC; Ty60OBapiaIbHi 1BO-
Oi4Hi yTBOpEHHS; TeMOIIEPUTOHEYM; CIIalIKOBa XBOPO-
6a. PosymMoBa BifiCTaTiCTb.

3 oAy Ha HApOCTaHHS 60/IbOBOTO CUHAIPOMY BM-
pillleHO ITPOBECTH ONlePATVBHE BTPYYaHH:A B YPIreHTHO-
MY IOPAZKY.

ITpoBeneHo KniHiYHMII PO36ip 11bOrO BUMIAJKY 32
yJacTi: 3aB. Kaepu aKyLIepcTBa, riHeKosIorii Ta mepu-
Harosorii ®I110 THMY npod. ITnporosoi B.I., mpo-
decopa kadenpu gutsyoi xipyprii IlepesicioBa A.A.,
excriepra O3 JIOIA 3 gutsa4oi rinekosnorii Yaiikis-
cpkoi E.@., agminictpanii TIOOKT «OXMATIANT»,
0aTbKiB AiBYMHKY Ta Iopucta. O6roBOpeHO MOXK/INBI
BapiaHTU ONepaTMBHOTO BTPY4YaHHA NalliEHTKU, IIPO-
BeJleHO Oeciny 3 6aTbKaMM, AKMM Y IOBHOMY 00¢:3i
B YCHIll Ta MMcbMOBIit popMi HafaHo iHpopMaliito Ipo
MO>X/IVBi BapiaHTV OIIEPAaTUBHOIO JIiKyBaHHA: IVIACTUY-
Ha olepallis (CTBOpeHHs ITYYHOI ITiXBM /1 3abe3Ie-
YeHHs BiITOKy MEHCTpPya/lbHOI KpOBi) 200 ricTepekTo-
Misl 3 MATKOBUMM TPyOaMu, CaHALI€I0 Ta [PeHyBaHHAM
yepeBHOI MOPOXXHMHU. Po3’sscHeHO HacTiaKy 000X BI-

Puc. 1. NonepeyHe ckaHyBaHHA. [TOBHA annasia Nixeu Ta
aTpesis WuiKKM maTkun. CTpinoykoto nosHayeHo T-nogibHy
NMOPOXKHUHY MaTKM

IiB OIlepaTMBHOTO BTPY4YaHH:A Ta IPOTHO3M /A AKOCTI
JKUTTA MALIEHTKN. Y 3B’A3KY 3 IOPYLICHHAMMY iHTe/IeK-
TyaJIbHOTO PO3BUTKY HiBUMHKM Ta, IK HACTiTOK, CYMHi-
BaMy 6ATHKIB LI0/10 a/IeKBAaTHOT'O IiC/IsI0NepaliiiHOro
IIOT/IAMLY 3a CTBOPEHOI0 HeO-iXBOI0, 6aTbKI MPUITHSANN
KaTeropyyHe pillleHHA PO BiIMOBY BiJi INTACTUKMU ITiX-
B, HAIIO/IATAIOYM Ha aMIIyTallil MaTKM 3 JOJATKaMIU,
YCBIZOMITIOIOYH, IO PEIPOAYKTUBHY QYHKIIIO 1iBUMH-
KU micis onepatiii 6yze BTpadeHo.

ITepep omepalii€o MpoBefeHO KaTeTepusallis 060x
ce4oBoOfiB cTeHTamu 8Fr Ta ce4oBOro Mixypa Karere-
pom Dornes.

Onmnepanis. ExcTupnanis MaTku 3 TpaBo6iqHOIO
TybekTOMi€w Ta N1iBOOIYHOI agHEKCEKTOMIEH.
Pos’egHanns 3pocTiB. [IpeHyBaHHA YepeBHOI TOPOXK-
HIHIL.

HwxHbpo-cepeiHHA TallapOTOMisA: y YepeBHill Io-
poxxHuHi 0 100 MJI cepO3HO-TEeMOPATiYHOTO BUIIOTY.
Y paHy nepemeXuTh Halpy)eHa 30i1blIeHa MaTKa,
Y MHOXKVHHVX PUX/IMX Ta UIi/IbHUX 3pOCTAaX i3 BTATHEH-
HAM 3MiHEHMX NIPUJATKiB MaTKM, KMIIOK Ta Ca/JIbHUKA.
TocTpuM Ta TYynMM HUIAXOM 3pOCTY P03’ €IHAHO, MICTIA
4YOro JOCTYIIHVMMM JyIA Bisyamisawii cTanm Ipasi jogar-
KIL: IIpaBa MaTKOBa Tpy6a — 3BUBMCTa 8x4 cM, 3 00J1iTe-
POBaHUM aMITy/LIPHMUM KiHIleM, Ta IPaBUil AEYHNUK PO3-
Mipamu 2x1,5x0,5 cMm. Y pindHni miBMX JOJATKiB
NIPOCTEXXYEThCA 3alla/ibHa iHypalliAd TKaHMH, MaTKOBI
3B’3KM ITOTOBIIIEHO, Bi3yai3yeTbCs KiCTO3HO-3MiHe-
HMIA JIiBMIT AEYHNK, MaTKOBa TPyba 3BMBUCTA 3 O0TiTe-
POBaHMM aMITy/IApHUM KiHLleM po3mipamu 8x1,5x1 cm,
AKi € eUHNM KOHITIOMepaToM (afHekc-Tymop). Ilepe-
CiYeHO Ta MmepeB’s13aHO MAaTKOBi 3B’13KM, MaTKOBI KiHIIi
Tpy6 Ta B/1acHi 3B’A3KY SIEYHMKIB 3 000X KiHI[iB. Tynum
Ta TOCTPUM IIJIAXOM [0 PiBHA Na/lbIIaTOPHO BU3HAYe-
HOTO II0/II0Ca MaTKU BificelapoBaHO CEYOBMII MiXyp Ta
KPVDKOBO-MaTKOBi 3B A3Ku. CyAMHHI ITy4Ky 110 060X
Kpasx MaTKU IlepecidyeHo Ta IepeB’A3aHo. MarTky Bif-
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A

Puc. 2. BuganeHa maTka 3 npuaatkamu: A —3araibHui Burnsag; b — posciueHa matka

cidyeHo 0 HIXKHbOMY Kpalo. Bxif y mixBy BifcyTHiN
(ammasis mixsu). TkaHMHU B AIAHI KYKCK HepeB’si-
3aHo. [IpoBefieHo BuAaneHHA alHEKC-TYMOPY 371iBa Ta
paBoi MaTtkoBoi Tpy6ou (puc. 2). [Iopo>kHMHY Manoro
Ta3a [peHOBaHO ApeHaxkeM biierika, ikuil BUBEJieHO de-
pe3 KopTpanepTypy B /iBill 3HyXBUHHIN Ji/IAHLI.

[Ticnsionepaniitauii nepiox 6e3 ocobnmmBocreit. [li-
BYMHKY BUIIMCAHO Ha 11 100y B 3a0BiIbHOMY CTaHi,
KOHTPOJIbHI aHaj1i3¥ KpOBi, cedi Ta y/IbTpasByKOBE J10-
crimxenns (Y3]1) BHyTpiuHix opranis 6e3 matosnoriu-
HUX 3MiH.

O6roBopeHH:

[TopyleHHA Npolecy opraHOTeHe3y Ha Oyb-AKiil
cTagii eMOpioHaTIbHOTO PO3BUTKY (HEZOPO3BMHEHHSA
napaMme3oHedparbHIX IPOTOK, HEIIOBHE iXHE 3/IUTTH,
HOpYIIeHH: peKaHaisalii) Ipu3BoanTh 0 GOpPMyBaH-
HS QaHOMAJIill )KiHOYMX CTaTeBUX OPraHiB, 30KpeMa He-
BiJTIOBiIHICTD BeMYMHY, POPMIU, IPOIOPILIiL, CMe-
Tpil, Tonorpadii, a TakoXX HasABHICTh MATONTOTIYHUX
YTBOPEHD, AKi He BJIACTMBI KiHOYiJ CTaTi B IOCTHATA/Ib-
HOMYy Hepioni [2].

YMHHMKAaMU BHYTPIIIHbOYTPOOHMX Bajl PO3BUTKY
€ TeHHI Ta XpOMOCOMHI MyTaliil, AKi 3yMOBJIEH] CIIa[IKO-
BicTI0, 260 Jii€to HecpUATINBUX HAKTOPIB 30BHILIHBO-
TO Ta BHYTPIIIHBOTO cepenoBuma [2,3,27,41]. Bagu pos-
BUTKY >KiHOYOI CTaTeBOI CUCTEMM MOXKYTb BUHMKATH Ha
Oynb-sAKoMy eTari embpiorenesy. Opraum )xiHo4oi cTa-
TeBOI CUCTEMU PO3BUBAIOTHCA 3 TPbOX 3apOAKOBUX
JIMCTKiB: By/lbBa Ta HVYDKHA TPETUHA IIiXBY PO3BUBAETh-
s 3 eKTOJepMI; MaTKOBI TPyOM, MaTKa, IINMIIKa MaTKI
Ta BEPXHi IBi TPETUHY IiXBY MAaIOTh Me30JepMaibHe
HOXOJXKEHHS, a IEYHNKM OepyThb II0YATOK i3 I103a3apoi-
KOBOI eHTOfepMM (CTiHKM >XOBTKOBOTO Mixypa)
(8,10,18,19]. I3 choMOro TYKHS BariTHOCTI Bij0yBa€eTh-
cs pudepeniianisa crati IIJIONY, AKa 3aJIEKNUTD Bifl Ha-
sBHicTb reHa SRY (Sex-determining Region Y). Ien SRY
Koaye opgHolimenHuit 6imok SRY/TDF (testis-
determining factor), sikuit iHfyKye pO3BUTOK Y0/I0Bi4O1
CTaTeBOi rOHaM (s€4YKa), CUHTE3 TeCTOCTEPOHY, aHTM-
MIOJIEpIBCHKOTO TOPMOHY Ta BiJIIOBiZIHO YOMOBIiUNI

¢denoTHII, A 32 10TO BiICYTHOCTI — Tl PO3BUBAETHCS
3a XiHoumM TumoMm [5].

3rigHo 3 knacudikaniero sanpononosanoi ESHRE/
ESGE (€spomneiicbka acouianis pempogyKuii TIOANHN
Ta eMOpiosnorii Ta EBporericbKa acoliallis riHeKooTiB-
eHpiockoIicTiB), y 2013, posmopin anoMartiit 6a3yeTbcs
Ha opraHi, o ypakenuit: marka (U), muiika (C), mixsa
(V), a migkmacu Bifo6pakaroTh BapiaHT i CTYMiHb IPO-
ABy Mop¢osoriqHoro fedexTy: tino matku Big UQ —
HOpPMaJIbHO pO3BJMHEHA MaTKa o U5 — aniasisa MaTKy;
mmiika MaTKy Big CO — HopMasbHa mmiika go C4 — nep-
BiKajibHa arviasis; nixsa Bif VO — HopMasbHa 1ixsa fio
V4 - annasia mixsu [16]. 3a gaHUMU LOCIIIKEHb,
12 (30,8%) i3 39 TumiB aHOMaJIiit IpNIIa/iae Ha Bafy po3-
BUTKY OJJHOTO OpTaHy, pelTa 27 TUIiB — KOMOiHOBaHi
3 Ki/IbKOX aHaTOMIYHVX OfJHULIb: Hait6ibIne dikcyeTs-
Csl ypakeHb MaTKM — 76,9% (30 Tumis i3 39), mmitkn
MaTKu — 66,7% (26 i3 39) i mixBu - 59% (23 i3 39)
[3,11,40,42].

BpomxeHa antasid MixBu € piIKiCHOIO BafiO0 >KiHO-
40l CTaTeBOI CUCTeMM, AKY 3riffHO 3 Knacudikamieo
ESHRE/ESGE nopinsoTb Ha IOBHY i 4acTKOBY [16],a 3a
eMOpioHa/IbHO-K/TiHIYHOI0 KTacudiKaljiero BUIAI0Th
HOBHUII i cerMeHTapHuMit T [1], a Hafai «9acTKOBY»
ab0 «cerMeHTapHY» aTpesilo MOiNAITb Ha IPOKCH-
MaJIbHy Ta IUCTabHY (puc. 3) [37].

Arpesid nixBY B IOEJHAHHI 3 aTpe3i€lo Ul areHesie
IINIKY MaTKY IpY PYHKI[IOHYI0Uill MaTIIi € CK/IafHOI0
KOMOiHOBaHOIO BafI0I0 PO3BUTKY [16,24].

Hepingko anoMasil pOSBUTKY >KiHOYMX CTaTEBUX OP-
raHiB BUABIIAIOTD SIK BUIIAJIKOBY 3HaXiKy abo X fia-
THOCTYIOTb NPV KOMIUIEKCHUX OOCTEXEHHSIX, 3 OITIAY
Ha [IOPYIIEHH: PeNpOfyKTUBHOI QYHKIIiI, 30KpeMa Ha-
SIBHUX Mpo6eMax i3 BariTHicTio [38,42]. IIpoTe € Bpo-
IPKEHi Baziy, 30KpeMa IINKY MaTKY, MiXBY, AKi 3yMOB-
JIIOI0Th PO3BUTOK FeMaTOKO/IbITYC i/a60 reMaToMeTpa Ta
CYNPOBO/KYIOTHCS NMEPIOAMYHNM TOCTPUM a060Mi-
Ha/JIbHMM CHHIPOMOM [4,13,24,31]. Kniniuna kapTuHa
IIVIX aHOMaJTiii 3’SIB/IIETBCA B iBYAT TyOepTaTHOTO BiKy
i mposB/IAETHCA UMKIIYHUM Pi3KO BUPa>KeHUM HoieM
Yy HIDKHIX Bififliax )XMBOTA, BiIYyTTAM pO3NMPaHHA
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[TpoxcumaisHui
CETMEHT MIXBH

ATpe3ist AUCTaNbHOrO
< CerMeHry IiXBU

Puc. 3. Cxema BapiaHTiB BpoAKeHoi aTpesii nixau [30]

B Ta3y, HY/JOTOIO Ta GTII0BaHHAM, 110 3yMOBJIIOE TOCIIi-
Tani3alilo y XipypriuHi cranionapu. L. Mei 3i ciBaBTO-
pamu (2021) BMOKPeMJTIOIOTH TaKi [iarHOCTUYHI KpUTe-
pii Ipu niflo3piHHI Ha aTpesilo MiXBU Y NOEJHAHHI
3 aTpesi€ro mmitky Matku [30]:

1. Tunosi KAiHIYHI CUMIITOMM — a6KOMiHaIbHMIT 611b
a60 nepiofyyHMIT abfoMiHaIbHMI 6i/1b, HAsIBHMI YTBIp
y IOPO>KHVHI MaJIOTO Ta3a, IIEPBMHHA aMeHOpes TOLIO.

2. BipcyTHili BXif y mixsy.

3. Iligvac MPT giarHocTOBaHO NOBHY aTpe3iio Mmix-
B Ta aIljIa3ito IMIKY MAaTKU.

4. 'Y Bumajxax HellepeKOHIMBUX pe3ynbraTiB MPT
mij gac ynpTpaconorpadii BUABIEHO reMaTOMETPy Ta
Bi[ICYTHiCTb IIPOCBITY IiXBH.

5. BifcyTHicTb CTiHOK NIiXBU NpU XipyprivyHOMy
BTpYyYaHHi.

6. llepBikanpHa 6iomcis micna ricrepexToMii mif-
TBEPIPKYE CTaH LMK

Hudepentriiina fiarHocTHKA B [{iBYAT i3 IEPBUHHOIO
aMEHOPEEI0 Ta BKOPOYEHHAM HIDKHbBOI YaCTUHU IIiXBU
IPOBOANUTHCSH 3 OOCTPYKTMBHUMU BajjaMU IIiXBU Ta
MarTKi, 30KpeMa iMnepdopoBaHuii riMeH, IonepeyHa
HepeTMHKa MiXBY, AUCTAJIbHA aTpesis MiXBu Ta 06-
CTPYKTMBHA I'eMiBariHa 3 illci/TaTepa/IbHMMI aHOMaJTi-
vy Hupku (cuagpom OHVIRA) [3,40].

HakonueHHs MeHCTpya/lbHOI KPOBi B MaTIi 3yMOB-
JII0€ 11 3aKU/IAHHA B Y€PEBHY IIOPOXKHNHY, 1110 IIPU3BO-
IUTDb IO PO3BUTKY CIIaliIKOBOTO IIPOLIECY B IOPOKHIHI
MaJIOro Tasa, EHJNOMETPIO3Y, a TAKOXK €HJOMETPiOIIHMX
Kict sseynmka [30,31].

XipypriuHe BTpy4YaHHs € OCHOBHMM METOJOM JIiKY-
BaHH B NALIIEHTOK i3 BPOJ)KEHNMU BaJlaMU IiXBU Ta
LIMIKA MAaTKMY, K€ IIOBMHHO IIPOBOJSUTICD Bifipasy IIic-
711 BCTAHOBJIEHHA AiarHosy [9,17,23]. IIpore B 6araTbox
BUIIA/IKaX MAI[i€HTU He 6aKAIOTh IIPOBOJUTY Be/TUKeE
XipypridyHe BTpy4YaHHA Bifjpa3y IIic/id BCTAHOB/IEHHA
IiarHO3y BpoJpKeHOoI aHOMaJIil Imiiky MaTKu. ITanienT-
MiIiTOK Ta/abo i1oro ciMm’s MOXXYTb 3a4eKaTH J10 KiHIIA

~—

<« Amnnasisa

LIHKE MaTRE ATpesis

< [POKCUMAJTILHOTO

[ToBHa aTpe3sis .
CEIrMEHTY IXBU

MXBU

IIK{IBHOTO ceMecTpy ab0 OPOC/NII ALliEHT MOXKe Bil-
K/IaCTH OTIepaliio 3 eKOHOMIUHUX mpuuuH [31]. Y Takux
BUIIAJKaX BUKOPUCTOBYIOTh TPUBAJIy TEPAILIO IIEPO-
pa/JIbHMMM KOHTpPaLeNTUBAMH, 110 Ma€ Ha METi IPUIIN-
HEHHA MEHCTPYaliJi Ta SHVDKEHHSA PUSUKY BUHMKHEHHS
eHgoMeTpiosy [7,12].

IIpu xipypriunomy niKyBaHHi BUKOPUCTOBYIOTb
IUIACTUKY HiXBM 200 TiCTepeKTOMIIO, IO € IPEIMETOM
IUCKYCill cepep TriHeKonoriB [3,26,29].

Y Bumapkax i3071b0BaHOI aTpesii MiXBM OCHOBHUM
METOJOM XipypriYHOro BTpy4YaHHs BBaXKAEThCS CTBO-
peHH: Heo-TixBM [26,29,39]. 3 ornAny Ha BUCOKMI pu-
31K pyOIIeBOTO CTEHO3y HeO-IIiXBY, IVIACTUKY Kpallle
IIPOBOAIUTY B CEKCYaJIbHO-aKTMBHOMY Billi, a caMe B 1a-
IiEHTOK, AKi TOTOBi YKUTU CTATEBUM >KUTTSIM i (baKTI/m-
HO 3/1i/ICHIOBAaTH Oy>XyBaHHSA HPUPOJHUM IIIAXOM
[6,21]. [I1 mmacTHKM MiXBY MOXK/IVIBE BUKOPYCTAHHS
TOBCTOI KMIIKY, 610TOTTYHNX 00 CUHTETUYHNX TPAHC-
IUTaHTaTiB [25,36].

Y manieHTOoK i3 NO€qHAHHAM aTpesii MiXBY Ta IUITKI
MaTKJ OCHOBHMM METOJOM JIiKyBaHH: BBa)Ka€TbCA Tic-
TepeKTOMis, sKa MO)Ke Pi3MYHO Ta ICUXOIOTITHO 06-
TSOKYBaTU MOJIOAVX MAL[i€HTOK, TOMY 33 MOK/IMBOCTI 1i
HOENHYIOTD i3 I/IACTMKOIO IIiXBY, [0 Ma€ Ha MeTi 3a0e3-
HeYeHHs OJa/IbIIo] CTaTeBOl (PyHKIl Ta 3SMEHIIIeHHS
PU3UKIB ICUXOMOTIYHMX po3nafis [23,28,29,39].

3aBAAKM CYYaCHUM JOCATHEHHAM MeJMIMHI,
THAIi€HTKMY, y AKUX Oy/Ia IpOoBefieHa ricTepeKToMis, mpo-
Te 6ynu 36epexeHi s€9HNKY Ta cpopMoBaHa Heo-IIixXBa
MOXXYTb CTaTU T€HETUYHUMM MaTe€pAMU 3aBJAKU
CypOraTHOMY MaTepMHCTBY 200 IiC/Is TPaHCIUTaHTaLlil
markn [20,22,33,43].

BucHoBkn

1. liByaTa mpeny6epTaTHOTO i Iy6epTaTHOrO BiKy
3 IIEPBMHHOI0 AMEHOPEEI0 Ta [MK/IIYHUM abOMiHab-
HUM 6071eM 060B’I3KOBO IIOBVHHI OITIANATUCH IUTAYUM
TiHEKOJIOTOM 3 METOIO IiATBEePKEHH/BUKTIOUEHHS

ISSN 2304-0041 Xipypris guTadoro siky (Ykpaina) Ne4(85)/2024 | 127



Clinical case

06CTPYKTUBHIX aHOMaJIiil PO3BUTKY MaTKy ab0 cTare-
BUX IIJIAXiB, IXHBOI'O CBOEYACHOI'O JiKyBaHH:A Ta 3aI10-
OiraHHsA PO3BUTKY MOXIVBUX YCK/IaJTHEHb.

2. Bubip TaxTuku xipypriuHoro nikyBaHHs aTpesii

IiXBY MOENHAHOI 3 alIasi€ro MNTKY MaTK1 Mae 6yt
iHOMBiAya/IbHUM Y KOYKHOMY BUITQ[IKy 3 YpaXyBaHHAM
CYIIYTHBOI I1aTOJIOTi1 Ta COLia/IbHOTO CTATYCy AUTUHIL.

Asmopu 3a5671510Mb NPo 8i0CYyMHicMb KOHPAIKMY

iHmepecis.
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