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Pe3tome. OmmcaHo BUIANOK YCIIIHOTO JIIKyBaHHS
6e3mtias npu cuaapomi CBaepa y JBOX cectep. 3a ¢eHo-
TUNIOM OOHJIBI MAIIEHTKH — KIHKH 3 KapioTuroM 46, XY.
AHaMHECTHYHO — B 000X MAI[iEHTOK MEPBHHHA aMEHOPEsI Ta
6e3mmignst, npu Y3/l — 3MeHUICHHS pPO3MipiB MaTku Ta
SIEYHUKIB, JTaOOPATOPHO — 3HAYHE IIBUILCHHS BMICTY TO-
HAJIOTPOMIiHIB y cHpoBaTLi KpoBi. [IpoBeaeHo namapockorri-
YHy roHajekTomifo. [Ipu3HadeHO 3aMicHy TOpMOHOTepa-
Iifo, Ha Tii KOl B 000X Mali€HTOK BCTAHOBUBCS PETYIISp-

HUH MeHCTpyanbHUH mukiL. JlikyBaHHS Oe3mutinns 3xiiicHe-
HO METOJIOM 3allUTiIHCHHS in Vitro 3 BHKOPHUCTAHHSIM J0-
HOPCBKHX siinerutiTHH. HacTaHHsAM OmHO- Ta JBOIUTIAHOT
BariTHOCTI, L0 3aBEPILUIJIKCS BIiAMNOBIAHO HAPOMIKECHHIM
OJHOI JOHOUICHOI Ta JBOX HEJOHOLICHHUX IiTeH, MmiATBep-
JHKEHO €(eKTHBHICTH 3aCTOCOBAHOTO METO.IY JTIKYBaHHSI.

Karwouosi ciaoBa: cuaapom CBaepa, 6e3mmmians, Jiky-
BaHHS, TOHAI[IS SHIIEKIITHH.

KapaunanpHUM 37100yTKOM IIOAO MOMITMBOCTI
TOZI0JIaHHs 03T € PO3pOOJICHHS Ta BTUICHHS B
MIPAaKTHKY JOMOMDKHHMX PENPOAYKTUBHUX TEXHOJIO-
Tiif, HacamIiepe]; MeTO/Iy 3aIUTiIHEHHS in Vitro Ta me-
peHocy emOpioHiB y mopoxkaury Matku (IVF & ET).
BimmsepkaneHHIM BaroMocTi pO3pOOJIEHHS ITHOTO
METOAY JIIKyBaHHS Oe3Intijs € mpucymkerHs y 2010
poui HoGeniBcbkoi mpemii B raiy3i MEAMIMHH HOTO
po3pobHukam — emOpionory Robert Edwards ta rine-
konory Patrick Steptoe. BnpoBamkennst merony IVF
& ET y mpakTuky CYTTEBO PO3IIMPHIO MOMJIUBOCTI
JIOIIOMOTH TIallieHTaM, sIKi 11e 36 PoKiB TOMy HE MOT-
JIM BIAYYTH pajiocTi OATBKIBCTBA. 3 OIVISLY HA MYJIb-
THU(AKTOPHY JIeTepMiHOBaHICTh IPUYHMH OE3ILTIIS, Y
nipoueci BupoBaukeHnst merony IVF & ET y npakru-
Ky Jlemani JiTKille BH3HAdamacs morpeda ioro ymo-
CKOHAJIEHHA, PO3pOOJIeHHs pi3HMX Moamikariii. Y
FOMY ITUIaHI Ha YBary 3aciyrOBYeE JOHAIliSl OOIHTIB
(10). Croroani 1O mupoKo BUKOPUCTOBYETHCS IS
JKyBaHHS TAIIEHTOK 13 PI3HUMH MpPUYMHAMH Oe3-
TUTIIS, BKITIOYAIOYH YHCTY JUCTeHe3ito ToHax [9].

VY 1955 poui Swyer G.I. Bmepiie omucas I1BOX
KIHOK 13 Kapiotunom 46, XY, y sIKMX criocTepirajia-
csl IepBUHHA aMeHopesi. [lanieHTkr Oyjau BHCOKOTO
POCTY, 3 HOPMAJILHO PO3BUHYTUMH >KIHOUUMH 30BHi-
IIHIMH CTaTeBHMH OpraHaMH, IiXBOIO Ta IIUHKOIO
matku [11]. Ha choromHi dmcra JUCreHe3is TOHAJ
BiztoMa i Ha3Bo¥O cuHApoMy CBaepa.

VY HacTymHI POKH NP ONHCAaHHI YHUCTOI IHCTe-
Hesii ToHan, To0To cuHApoMy CBaepa, aKIICHTOBaHO
yBary Ha HacTynHoMy. Ocobu i3 cuaapomom CBaepa
(heHOTUIIOBO XiHKK 3 Kapioturom 46, XY. YV Hux
BUSIBIISIIOTh HOPMaJIBHO PO3BHUHYTI 30BHIIIHI JKiHOYI
CTaTeBi opranu. Marka 3MEHIICHUX PO3MIpiB, CTaTe-
Bi 3aJ103U TpejcTaBieHi (piOpO3HOK TKAHUHOIO, IO
Harajiye CTpoMy si€4HHKIB 0e3 ¢oikyniB. Y cuposa-
T KPOBI BHSABISIOTH iCTOTHE 30UIBILEHHS BMICTY
¢omikynoctumymoBasibHoro ropmony (®CI) Ta
MMOMipHE MiJABHIICHHS BMICTY JIIOTEIHI3yIOUOTO TOp-
Mory (JII'), HU3BKI piBHI €CTPOTEHIB Ta HOPMAaTbHUN
JUTS ’KIHOK BMICT aHApOTreHiB [3].

3 orysiny Ha piakicHicTe cunapomy CBaepa —
1:100000 HOBOHapokeHHX [2], HABOIUMO OITUC
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YCIIIIHOTO JIIKyBaHHS O€3IUIiAgs y JIBOX PiJAHUX
cecrep i3 kapiotuniom 46, XY.

[Mamientka JI., BikoM 25 poKiB, 3BepHYNach 3i
CKaprami Ha NEpBHUHHE OE3IIA MPOTIrOM TPHOX
POKiB, IepBUHHY ameHopero. [leprma MeHCTpyaris y
Billi 20 poKiB — micia MpUAMaHHA KOMOiIHOBaHHX
OpaNIbHUX KOHTpauenTuBiB. JlaHiI TiHEKOIOTIYHOTO
OOCTE)KEHHsI: 30BHIIIHI CTaTeBI OpPraHu, IiXBa Ta
muiika MaTkd 0e3 BHIMMHUX MAaTOJIOTIYHHX 3MiH.
[Ipu 6iMaHyalbHOMY OOCTEXEHHI MaTKa 3MEHIIIEHUX
PO3MIpIB, S€EYHUKU YITKO HE BU3HAYAIOTHCA. Pe3yiib-
tat Y3Jl: po3Mipu MaTKu CTaHOBJIATH 29x19x23
MM, MIOMETpili CepeaHbOi €eXOreHHOCTi, TOMOTEH-
HUM, CHIOMETpPiId OJHOPITHUIA, TOBIIMHOK 3 MM,
npaBuii seuHuK — 10 X 9 x 9 mm, miBuit — 10 x 11 x 8
MM. CTpoma 000X SIEYHHKIB CEPeIHBOI €XOTeHHOCTI,
aHTpanbHi (oNikynmn He Bi3yami3yloTkcsi. PiBeHB
ropMoHiB cupoBatku kpoBi: @CI' — 111,1 MO/, JIT'
- 17,9 MO/n, aHTHMIONIEPIBCBKOTO T'OPMOHY
(AMTI') — 1,7 ur/mu. Pe3ynbraT KapioTHITyBaHHS —
46, XY. BpaxoByroun naHi TiHEKOJOTIYHOTO aHAM-
He3y, KJIIHIYHOTO 00CTEKEHHs Ta pe3yJIbTaTh IpoBe-
JIEHUX JONOMDKHHX METOMIB JOCIIKEHb, JlarHOC-
ToBaHo cuHapoM CBaepa.

[Ipn BUBYEHHI ciMeHfHOTO aHaMHe3y MAalLliEHTKU
JI. 3’scoBaHo, mio ii crapma cecrpa, mamienTka H.,
BikoM 30 pokiB, 6e3pe3ysIbTaTHO HAMAaraeThCs 3aBa-
TITHITH yX€ TPOTATOM BOCEMH POKiB. Y 3B’S3KYy 3
TPHUBAJNM TEPBUHHUM O€3IUTiANsM y mamieHTKH H.
MIPOBEICHO MOBHUN KOMILIEKC OOCTEXEHb BiIIOBiJI-
HOT 1inecnpssmoBanocTi. IIpu Y3]1 BusABICHO Timo-
IUTACTHYHY MAaTKy, 3MEHIICHHWH y po3Mipax HpaBuil
SI€YHUK 0e3 BUPAXKCHOTO (PONIKYJSIPHOTO amaparty.
3a3HauMMoO, 11O JIBHH SI€YHUK OyB BUJIAICHHUH IT'STh
POKIB TOMY y 3B’A3Ky 3 LMCTaJleHOMOo. PiBeHb ro-
HaJIOTPOIIIHIB Y CHPOBATLi KPOBI 3HAYHO MiJBHIIIE-
Huit. Kapiotun — 46, XY. Ha mincraBi naHux ciMmei-
HOT'O Ta TiHEKOJIOTIYHOTO aHaMHe3y, KJIIHIYHOTO 00-
cTexxeHHs, Y3/, pe3ynpTariB 1abopaTopHUX IOCITi-
JUKEeHBb, BKIIOYAIOUM KapiOTHITYBaHHSA, Y MAIliEHTKH
H. Takox niaraHoctoBaHo cuHIpoMm CBaepa.

3 oAy Ha PU3MK PO3BUTKY IMYyXJIHMH 3apOIKO-
BUX KIIITHH [5,6] B 000X MaIi€HTOK MPOBEACHO JIamna-
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pOCKOMiuHy ToHalneKkToMito. lIpu3HaueHO 3amicHY
ropmoHoteparnito (pemocron 2/10), Ha T sKOi B
000X TAaIiEHTOK BCTAHOBHMBCS PErYJISIPHUIT MEHCTPY-
anpHuil tukia. Yepe3 Tpu MICsI micas po3movarol
3amicHOl ropMmoHoTtepanii npu Y3/l y nauientkn JI.
BHUSIBJIEHO 1CTOTHE 301IbLIEHHS PO3MIpiB MaTku — 10
38x27x36 MM. AHaoriuHy 3aKOHOMIpHICTb KOHCTa-
TOBAaHO TaKOX CTOCOBHO TaricHTkH H. O0oM marie-
HTKaM JIiKyBaHHsA O€3IUTiANS TMPOBEACHO METOIOM
IVF & ET 3 BUKOpHCTaHHSAM SHIEKIITHH IOHOpPA.
3a3Ha4MMO, IO MPU OOCTEKEHHI YOJIOBIKIB 000X
MAI[iEHTOK MOPYIIEHb KapiOTUIY Ta CYTTEBHX BiIXH-
JIEHb TIOKa3HHUKIB CIIEPMOrPaM He BHSIBJICHO.

JlikyBanHs1 Oe3rutians nauieHtku JI. mpoBeneHo
3 BUKOPUCT@HHSM BITPU(IKOBAaHUX JOHOPCHKHX 00-
OUTIB. 3alUTiTHCHHS IT'SATH PO3MOPOKEHUX OOLUTIB
3IIIICHEHO METOZOM IHTPALUTOINIA3MAaTHUIHOI 1H'€K-
uii crepmis (IHIC). Ha 5-if neHp KynbTHUBYBaHHS
eMOpIOHIB, Imicis BiIMOBiTHOI MiATOTOBKH MAIli€HT-
KW, TPOBEACHO IEpeHoC IBOX OjacTomucT moOpoi
SIKOCTI B TIOPO>KHUHY MaTKd. Yepes ABa THXKHI MiCIs
epeHocy eMOpioHIB OTpUMAaHO MMO3UTHBHUHN PE3yIb-
TaT Ha BMICT XOpioHi4HOTO roHagoTpominy (XI) y
cuposarii kpoBi. Ha 28-i1 neHp micns mepeHocy em-
OpIiOHIB y MOPOXHKUHY MaTKu mipu Y 3/] miarHocToBa-
HO MaTKOBY BariTHICTh qBOMa IuiofamMu. [lepmmii Ta
JOpYTHi TPUMECTPH BAariTHOCTI MpOXOIMiIN 0e3
YCKJIaJHEHb. Y TPETbOMY TPHUMECTPi BariTHOCTI CII0-
cTepirajlacs 3arpos3a InepeayacHux mojoris. Y 36
TW)KHIB BariTHOCTI mamieHTKa JI. mUIIXoM KecapeBo-
ro PO3THHY HapoIWia JBOX >KUBHX HEIOHOLICHHX
nmiteit: xyomanka — Macoro 2400 r, 1oBkuHOI 44 cMm
Ta niBurHKY — 2300 1, 44 cMm.

Jnst nikyBaHHs mauieHTkH H. BHKOpHCTaHO
«CBIX1» (HE KpPIOKOHCEPBOBaHi) stANIKMITHHU. [licis
NPOBEACHHS KOHTPOJIbOBAaHOI CTHUMYJIALIT  JIOHOpa,
IIIIXOM TPaHCBariHaJIbHOI MyHKIIT SI€YHHKIB, OTPHMa-
HO 15 sifexmiTiH. 3aruTiTHeHHS POBEICHO METOIOM
IIIC. IMicns m'siTn AHIB KyJIBTHBYBAHHS OTPHMAHO CiM
6macrormct 106poi sikocti. IIpoBeneHo ceneKTUBHUN
TiepeHoc OAHOTo eMOpioHa. Pemry eMOpioHIB KpiOKOH-
cepBoBaHO. Ha skanp, uepe3 14 mHIB micis MEpeHOCY
eMOpioHa B IOPOYKHUHY MaTKH MiIBUIIEHHS BMICTY XI'
y CHpOBATIIi KPOBi He BUsIBIICHO. [y 3’sicyBaHHS TIpH-
YUHU HETaTUBHOTO PE3yJIbTaTy MPOBEACHO TiCTEePOCKO-
mito. JliarHocToBaHo momin eHmoMeTpis. [IpoBemeHO
TIOJITIEKTOMI0. Pe3ynbprar ricToNIOri4HOro JTOCHIKEeH-
Hs — 3aJ103UCTO-(iOPO3HUIA MOJITT EHIIOMETPIs.

[Ticast BIAMOBIAHOT MiITOTOBKH TAI[IEHTKH MPOBE-
JICHO TIEPEHOC JIBOX KPIOKOHCEPBOBAaHMX E€MOpIOHIB Y
TIOPOXXHUHY MaTKH. Yepes aBa TOKHI OTPUMAHO T103H-
THBHMH pe3yibTaT Ha BMicT X[y cupoBari kposi. Ha
24-#i neHs micTst nepeHocy eMOpioHiB mpu Y3 /1 miarHo-
CTOBaHO MAaTKOBY BariTHICTh OJHHM IUIOJOM. Y TIep-
IIOMY TPHEMECTPi CIIOCTepiranacs 3arpos3a IrepeprBaH-
HSl BariTHOCTI, y 3B’SI3KY 3 YUM JUIsl ii [IPOJIOHTYBaHHS
TalieHTKa OTPUMYBAJIa BIAMOBIIHUI KOMIUIEKC JiKyBa-
JIBHUX 3aX0/iB. J{pyruii Ta TpeTiii TpUMEeCTpH BariTHOC-
Ti poxoamiu 6e3 ycknanuens. nsixom kecapeBoro
po3tuHy Ha 37-38-My TIXKHS BariTHOCTI marienTka H.
HapOJWIIa )KUBY JOHOIICHY IIBUMHKY Macoro 2950 r,
JOBXKUHOIO 49 cM.
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Onwmcanuii ciMeliHuil Bunanox cuaapomy Cnae-
pa MOXHa BBaXAaTH BiJI3EPKAICHHSIM TI'€HETUYHOI
JIETEPMIHOBAHOCTI 4ucTOl aucrenesii ronam. Cif
BPaxOBYBaTH, 110 MAIIEHTKH 3 JUCT€HE3IE€I0 TOHA, Y
SAKAX HasBHa Y XpOMOCOMA, HaleXaTbh /0 TpyNu
MiIBUILIEHOTO PU3UKY LIOA0 PO3BUTKY MYXJIMH 3apo-
JIKOBUX KJIITHH, TaKHX, K ToHamoOmactoma [6]. Tep-
MiH TOHa100IacTOMa BIIEpIIe 3aIPOIIOHOBAaHIHA Scu-
lly R. y 1953 pomi [8]. s myxnmHa Haifgacrimie mia-
THOCTYEThCA B TMAIlIEHTOK 3 YHCTOK JHCTEHE3IEI0
TOHAJ, PU3UK PO3BHUTKY SAKOI 30LTBIIYETHCS 3 BIKOM
[5]. Hersmus R. 3i cmiBaBT. [6] MOBiIOMIISIFOTH TIPO
3HAa4YHy IMOBIPHICTh 3JIOSIKICHOTO MEPEPOKEHHS
roHa001aCTOMHU B IUCTEPMIHOMY.

[pu cunapomi CBaepa yacToTa 3J0SKICHUX Iepe-
POIDKEHb CTaTeBUX 3aJI03 KOJMMBAETbCS B Mexax 37,5-
45 % [10]. Cepen 37MOSKICHUX IyXJIMH CTaTEBHX 341103
HalyacTille AlarHOCTYIOTh mucrepMinomy [ 12]. Ipukpo,
ane 3xebubioro cunapom CBaepa AiarHOCTYIOTH HpH
3BEpHEHHI MAIIEHTOK J0 aKyIIep-TiHEKOIOTiB BXKe 3 Hasl-
BHUMH HOBOYTBOpaMH sieqHHKIB [ 10].

HaykoBi nociipkeHHS 3 YUCTIEHHNX TMTaHb CHHI-
pomy Caepa pomoBxKytoTecs. [lepenbadyBanum etio-
JIOTIYHUM YMHHUKOM YHCTOI JWCTeHe3ii ronan (46,
XY), Tobto cunapomy CBaepa, € nenenisi KOPOTKOTO
wieda Y XpOMOCOMH, Ha SIKOMYy posTamoBaHuid SRY-
red (Big anri. Sex-determining Region Y). I'en SRY
Oepe y4acTh y pO3BUTKY OpraHi3My 3a YOJIOBIYMM TH-
nom [4]. ITig kouTponem SRY y eMOpioHIB 40IOBIUOi
CTaTi yTBOPIOETHCS AHTHMIOJUIEPIBCHKUA  T'OPMOH
(AMT'). Bucokutii piBerb AMI™ Ha 7-9-My TIDKHSX Bari-
THOCTI TPHUTHIYYE PO3BHTOK MapaMe30He(hparsHIX
npotok (MroiuepiBCBKUX TPOTOK). Y pasi Hectadi
AMI" mapame3onedpanbHi TPOTOKH TPaHC(HOPMYIOTh-
Csl B MaTKy, MaTKOBI TpyOH Ta YaCTHHY IIXBH. SHIKEH-
HHU{ PIiBEHb TECTOCTEPOHY B Il CHTYyaIlii IPH3BOIUTH
o arpodii mesoHedpanbHux mpoTok (Bonbgosux
NPOTOK). 3a TakuX MEpeIyMOB IIE Ha PaHHIX erarnax
eMOpioreHe3y PO3BHBAIOTHCS BHYTPIIIHI Ta 30BHIIIIHI
JKiHOYi craTteBi opranu [3]. BHyTpilmHBOYTpOOHO Ta
NIPY HApODKEHHI JIarHOCTYIOTh JKiHOWy crath. [locra-
BUTH JAiarHo3 cuHapoM CBaepa IpH HApOIKECHHI JUTH-
HH 0€e3 TOJaTKOBHX JOCIIHDKEHD HEMOKIINBO.

3a3Buyail mamieHTH 3i cuaApoMoM CBaepa BIe-
pIIe 3BEPTAOTHCS 10 JiKapiB y 3B 43Ky 31 CHOBIJIbHE-
HUM CTaTEBHM JO3piBaHHIM Ta BiACYTHICTIO MEHCT-
pyamiii, 3roqom — Oesmmigasm. Cepen nmpudauH 6e3-
IUTIISE TICBHE 3HAYCHHS HAJICKHUTH MpobiieMam, mo-
B’SI3aHUM 13 TEHETHYHOIO I1aTOJIOTI€I0, 30KpEMa JIHC-
renesiero roHan [1]. 3a manumu Sumita A.P. 3i crmi-
BaBT. [7], y 31,8 % mamieHTOK i3 IEpPBUHHOIO aMCHO-
peero BUSIBICHO aHOMalbHME Kapiotur. I[Ipote He
BCIM MAIiEHTKaM i3 MEPBUHHOI0 aMCHOPEEI0 BH3HA-
YalOTh KapioTHII, IO BIATEPMIHOBYE ITOCTAHOBKY
MPaBWIBHOTO JAiarHO3y Ta TPOBEICHHS IPEBEHTHUB-
HUX Ta KOpEeKIiitHuX 3axoxiB. CBO€YacHa J1iarHOCTH-
ka cuHapoMy CBaepa BaroMo 3Ha4ylla HE JIHIIE 3
MO3UIIH MPAKTUYHOI PErpoLyKToIorii, ane i npodi-
JIAKTUKU OHKOJIOTIYHUX 3aXBOPIOBAHb.

Takum 4MHOM, y ABOX CECTEp i3 NEPBUHHOIO ame-
HOpeero Ta Oe3IUT M ITiCisl BU3HAUSHHS KapioTHILY
46,XY niarHoctoBaHo cuHApoM CBaepa. 3 oty Ha
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YCIHEIMHOE JJEYEHUME BECILJIOJAUSA ITPU CUHAPOME CBAWEPA Y JABYX CECTEP
JLU. Cezeouir

Pe3tome. Omucan cityuail ycrnemHoro jgedeHus oecruionus mpu cuuapome Caiiepa y nByx cectep. 1o denorumy obe
MAIMEHTKH — *)KEHIIHUHBI ¢ KapuoTunoM 46, XY. AHaMHECTHYECKH — y 00OMX MalMeHTOK MepBUYHAs aMeHopes U Oecrio-
nMe, pu Y 3-HCCIIeI0BaHIN — YMEHBILICHHE PAa3MEPOB MAaTKH U SHYHHKOB, JTa0OPATOPHO — 3HAYUTEIIHHOE TOBBILICHUE CO-
JIepKaHusl TOHaJJOTPOITHHOB B CHIPOBAaTKE KPOBHU. JIamapoCKOIMMYECKH MPOBEICHO FOHaAdKTOMMIO. Ha3zHaueHo 3amecTuTe-
JIBHYI0 TOPMOHOTEPAIHIO, Ha (JOHE KOTOPOH y 000MX MalMeHTOK yCTAHOBUJICS PETYISIPHBII MEHCTpyanbHBIH nuki. Jlede-
HHE OECIUIOANS OCYIIECTBICHO METOOM OIUIOJJOTBOPEHHUS in Vitro ¢ HCIIOIb30BaHUEM JOHOPCKUX siineknerok. Hacryme-
HUEM OJIHO- U JIBYXIUIOJHOH OepeMEHHOCTH, 3aBEpIIMBIICHCS COOTBETCTBEHHO POXJCHHUEM OJHOW IOHOLICHHOH M IBYX
HEJIOHOIICHHBIX JIeTel, ToATBepKIeHa () PEKTHBHOCTD IPUMEHEHHOTO METO 1A JICUCHHSI.

KiroueBsble ciioBa: cuaapom Caaiiepa, 6ecrionue, ieueHue, JOHAIUS SHIEKIETOK.

A CASE OF SUCCESSFUL SWYER SYNDROME TREATMENT IN TWO SISTERS
L.I. Sehediy

Abstract. A case of successful Swyer syndrome treatment in two sisters has been described. Phenotypically both pa-
tients were women with 46, XY karyotype. Anamnesis: primary amenorrhea and infertility in both cases, an USG scan re-
vealed decrease in size of the uterus and ovaries, laboratory findings: essentially elevated concentration of gonatropins in
the blood serum. Laparoscopic gonadectomy has been performed. Hormone replacement therapy has been administered,
regular period has developed in both patients under the received hormone replacement therapy. Infertility treatment was
provided by an egg donor IVF cycle. The fact of a singleton and twin pregnancies occurrence which resulted respectively in
one mature and two premature children confirms effectiveness of the applied treatment method.

Key words: Swyer syndrome, infertility, treatment, egg donation.
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