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Merta — mpoaHaIi3yBaTy BJIacHi pe3y/lIbTaTy XipypriuHoro miKyBaHHA TSKKNUX GOPM PO3/IafiB CTAaTEBOTO
possutky (PCP) y miteit micns onepaniit ¢peMiHi3yI0490ro TUITY; BUSHAYUTY IPAKTUYHI IPOTOKO/IbHI IIOKa3aHH
3 BOOPY HAIIPAMY XipypriyHol KOpeKuiii.

Marepianu Ta MeTogu. YIIPOZOBX OCTAaHHIX 5 POKiB Jj0 ypororiB /IbBiBcbKOI 00/1acHOI AUTAYOI KIiHIYHOT
nikapHi «OXMATIVT» no Mmegu4Hy gonomory 3BepHynucs 6atbku 12 giteit 3 PCP, o3Hakamu repmadponu-
TU3MYy (EBOCTaTeBOCTI). ITic/Is1 KOMIIZIEKCHOTO 0OCTEXKEHHs AIaTHOCTOBAHO: a/JPEHOTeHiTa/IbHUII CUHPOM —
y 5 liBYATOK, AKMX CKEPOBAHO [I/1s TOJA/IbIIOTO NiKYBAaHHA [0 AUTAYMX MEIMIHMX IeHTPiB M. Kuesa; cipaBxHii
repMadpofuTU3M — B 1 AUTHHY; CUHAPOM 3MilraHoi gucreHesii ronan (C3[T) - y 3 gireit; xiHounmii nceo-
repMmadpornuTn3M (6€3 BCTAaHOBIIEHHS I'eHe3y) — B 1 AUTHHM; HeOoBHY GOpMYy TeCTUKYNApHOi deMinisamii,
cuHzipoM Moppica (4o10Biunit ncesgorepMadposuTaM) — y 2 giteii.

Y 3B 3Ky 3 BUpa)XeHOI0 MacKyJIiHi3a1iero 30BHimmHiX renirtaniit 2 gitam i3 C3[I Ta 1 giBunHLi 3 IceBROTep-
MapoAUTI3MOM BUKOHAHO XipypriuHy Kopekiiito ¢eMiHi3yI4oro TUIy, 30KpeMa, peKOHCTPYKIIio TeHiTalTbHOI
30HM, MOOI/Ti3a1li0 Ta pe3eKIlilo CTIHOK yPOreHITaTbHOTO CHHYCY, Pe3€eKIilo TeYepICTHUX Ti/l CTAaTeBOrO OpraHa
(miTam 3 C3/IT') 3 popMyBaHHAM i TpaHC/IOKAIIi€l0 KIiTOPa, BY/IbBOIUIACTUKY 3 Tab610IIaCTUKOI Ma/INX i Bemn-
KUX CTaTeBMX I'y0, KonbIotacTuky. ity 3 cungpomoM Moppica roTyI0TbCs 10 KOPeKIii 3a «)KiHOYMM» TUIIOM.

PesynpraTn. KoxxHa guTyHa Maja mepcoHaabHMIT IIaH oO6cTesxkeHHs. Bepudikaria ctany gutuHu TpuBana
Bij| IeKi/IbKOX TVDKHIB 10 2-3 Mic. Y miTeit, sKuM npoBenu gpeMiHi3yodi oneparlii, He 6y/10 Y0/IOBIYMX CTPYKTYP
i BUAB/ANMCA BITHOCHO f0Ope pO3BUHYTI )XiHOUi. BuKOHyBanacs 6inbul «IpupogHa», MEHII TPaBMaTHIHa
KOPEKIis /I KOXKHOTO KOHKPETHOTO BUIIAKY. B ycix nmpoonepoBaHux AiTell MiXBa BiKpuBanacs B ypOreHi-
TaJIbHUIL CHYC JUCTa/IbHillle 30BHINTHBOTO CiHKTepa ypeTpHu, TOMy BUKOHYBATH IIACTUKY II€PefHbOI CTIHKI
nixBu He 6ymo norpebu (popmyBanucs 3agHa Ta 60KOBi cTiHknM). 3 ycix mitedt, AKi mepebysany Ha TiKyBaHHI
B 3a3HaYeHiil KIIiHilli, y BOX OCTaHHIX CTaTh IOPUANYHO ITepeopOopMIeHa Ha IPOTUIEKHY.

BucHoBku. HapomxeHHs gutuHu 3 TsDKKOI0 popmoro PCP € Haf3BuuaiiHO cepiio3HOI0 IPo6IeMOoIo fi/1s1
6aTbKiB, MeIMKIB, IICUXOJIOTIB i coniapHUX NpaliBHKKIB. [TopyiieHHs cTareBoi audepenmianii AUTUHM HO-
Tpebye pO3LIMPEHOr0 KOMIIJIEKCHOTO obcTexeHHA. JiTu 3 TsXKkuMu popmamu rinmocnagii nignaraoThb
000B’I3KOBOMY I'€HEeTYHOMY 00CTeXXeHHI0. [JaHi CTaTMCTMKY Ta BIACHUIT JOCBil BKa3YIOTh Ha BUIIY YaCTOTY
XipypriuHoi Kopekii 3a «’KiHOYMM» TUIIOM y TaKIX Bumazkax. I1ig yac kopekuii ¢peminizyrodoro Tumy Haii-
CKJIaJHILIVIM €TAIlOM y TEXHIYHOMY PO3YMiHHI € pe3eKIiid Ie4epUCTUX TiJl CTATEeBOTO OPTaHa 3 KJiTOPOIIACTH-
KOIO 1 TPaHC/IOKaIli€lo K/IiTopa, a HaliBiAMOBijaIbHIIINMM eTanoM Y pyHKI[iOHaTbHOMY BiJJHOIIEHH] € KO/bIIO-
IIJIaCTUKA.

XipypridyHe BTpy4aHHA He € 3aBeplIa/IbHIM €TallOM TiKyBaHHA TaKMX MallieHTiB. [liTu 3 iHTepceKCcyaTbHUMMI
CTaHaMM B IIOJA/IBIIOMY IOTPeOYIOTh IIOCTITHOTO AMHAMIYHOTO CIIOCTEPeXKEeHHS /IiKapiB TiHEeKOJIOTiB, yPOJIOTiB,
OHKOJIOI'iB, eHOKPVMHOJIOTiB, IICMXOJIOTiB 3 BiIIIOBiJHOI0 KOPEKIIi€l0 Tepaii.
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JocmimXeHHs BUKOHAHO BifTIOBiIHO JO MpMHIMIIB lenbciHchKoi nekmaparii. IIpoTokon JocmiiKeHHA yXBaIeHO
JIokanbHVM eTYHMM KOMITeTOM YCiX 3a3HadeHMX y poOoTi ycraHoB. Ha ImpoBeeHH: JOCTiKeHb OTpUMaHO iHop-
MOBaHy 3rofly 6aTbKiB, AiTell.

ABTOPY 3aABJIAIOTH IIPO BifICYTHICTb KOHQJIKTY iHTepeciB.

Kntouo6i cnosa: posnaay cTaTeBoOro po3BUTKY, repMadpoanTisM, peMiHidyioda KOpeKIiis.

Peculiarities of feminizing surgical correction in children with disorders of sexual development
A.R. Potsiurko’, .Ya.Hrymak’, N.V. Helner?, B.I. Hyzha', D.Z. lvaskevych’, E.F. Chaikivska*? L.Yu.Hyzha'?, R.V. Stenyk’,

A.O. Dvorakevych, R.A. Potsiurko®, Z.1. Hlushko*

Lviv Regional Children’s Clinical Hospital «OHMATDYT», Ukraine

2Danylo Halytskyi Lviv National Medical University, Ukraine

3Institute of Hereditary Pathology of NAMS of Ukraine, Lviv

“Drohobych City Polyclinic, Ukraine

Purpose — to analyze own results of surgical treatment of serious forms of disorders of sexual development (DSD) in children after feminizing surgeries.
To define practical protocol guides on the choice of the type of surgical correction.

Materials and methods. Over the past 5 years surgeons of Lviv regional paediatric clinical hospital «OHMATDYT» have examined 12 children with DSD, signs
of hermaphroditism (intersex). After complex examination the following states were diagnosed: androgenital syndrome in 5 girls (referred for further treat-
ment to Kyiv paediatric medical centres); true hermaphroditism — 1 child; mixed gonadal dysgenesis (MCG) — 3 children; female pseudohermaphroditism
(without determining genesis) — 1 child; partial testicular feminization syndrome, Morris syndrome (male pseudohermaphroditism) — 2 children.

In connection with marked masculinization of external genitalia two children with MCG and the girl with pseudohermaphroditism underwent feminizing
surgery, namely genital zone reconstruction, mobilization and excision of urogenital sinus walls, excision of genital cavernous bodies (in children with MCG)
with clitoroplasty, vulvoplasty with labioplasty and vaginoplasty. Children with Morris syndrome are being prepared to feminizing surgery.

Results. Each child had a personal examination plan. Verification of a child’s state lasted from several weeks to 2-3 months. Children who underwent
feminizing surgery did not have male structures and had relatively well-developed female structures. More «natural», less traumatizing correction
was preformed for each specific case. In all children who underwent surgery vagina opened into urogenital sinus lower than external urethral sphinc-
ter, so there was no need to form front vagina wall (back and side walls were formed). Out of all children treated in our hospital gender was legally
changed to the opposite.

Conclusions. The birth of a child with DSD is a most challenging problem for parents, doctors, psychologists and social workers. Such states require complex
examination. Children with severe hypospadias must undergo genetic examination. Statistic data and our own experience show higher frequency of feminizing
surgeries in such cases. The most difficult part of such surgeries proves to be the excision of genital cavernous bodies with clitoroplasty and clitoris translocation;
the most responsible part in functional sense is vaginoplasty. Surgical treatment is not the final stage of treatment for such patients. Children with DSD require
constant further dynamic checkups by gynaecologists, urologists, oncologists, endocrinologists, psychologists with relevant therapy correction.

The research was carried out in accordance with the principles of the Helsinki declaration. The study protocol was approved by the Local ethics committee
of all participating institution. The informed consent of the patient was obtained for conducting the studies.

No conflict of interest was declared by the authors.
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Llenb — NnpoaHanu3nMpoBaTb COBCTBEHHbIE PE3YNbTaTbl XMPYPrUUYECKOTO IeUEHUsA TAXKENbIX GOPM HapyLieHUa NonoBoro pas3sutua (HMP) y aeteit nocne
onepauuii eMUHU3NPYIOLLETO TMMNA; YCTAHOBUTb NPAKTUYECKME NPOTOKO/IbHbIE MOKA3aHWsA K BbIGOPY HanpaBAeHUA XMPYPrUYecKoM KOPPEKLIMK.
Matepuanbl u metoabl. Ha npoTaXeHUn nocnefHuUx 5 net K yponoram J/IbBOBCKOW 061aCcTHOM AeTCKOW KAMHUYECKON 60nbHMLbI «OXmaTaeT» 3a
MeaMUMHCKOW MOMOLLbI0 0bpaTuanch poautenu 12 geteit ¢ HMP, npusHakamu repmadpoamtama (4Bynonoctu). Mocne KomnaeKkcHoro obcnesoBaHus
[IMarHOCTUPOBaHbI: aHAPOTeHUTAbHBIM CUHAPOM — Y 5 1€BOYEK, HAaNPaBAEHHbIX ANA Aa/bHENLIEro Ne4YeHnn B AETCKUE MeAULMHCKME LieHTpbl Kuesa;
UCTUHHbIN repmadpoaunTmsm — B 1 pebeHKa; CMHAPOM CMellaHHOM ancreHesuu roHag, (CCAM) —y 3 aeTeint; sKeHcKuit ncesaorepmadpoamtusm (6es
ycTaHoBNeHUA reHesunca) —y 1 pebeHka; HenosHaa popma TECTUKYNAPHON demnUHM3aLMK, cMHAPOM Moppuca (MyKCKol ncesaorepmadpoanTUam) —
y 2 peTel. B cBA3M C BbIpaXKEHHOW MaCKyNMHU3aLMel BHELWHUX reHuTanuit 2 getam ¢ CCAI u 1 pesouke ¢ nceBgorepmadposnMTM3MoM BbINOAHEHA
XMPYpPruyeckas Koppekumua GeMUHU3MPYIOLLErO TUMA, @ UMEHHO, PEKOHCTPYKLMA TEHUTANbHOMN 30HblI, MOBUAU3ALMUA U PE3EKLUA CTEHOK
YPOreHWTaNbHOTO CUHYCA, Pe3eKLua NewepucTbiX Tea nonoBoro opraHa (getam ¢ CCAr) ¢ dopmmupoBaHMeM M TpaHCAOKauuMenh KAMTopa,
BY/IbBON/IACTMKA C 1abUONNACTUKOM ManbIX U 6ONbLIKMX NONOBbIX FyD, KONbNONAACTMKA. [leTh ¢ cuHapomom Moppuca roToBATCA K KOPPEKLMM NO
KEeHCKOMY Tuny.

Pesynbrartbl. Y Kaxaoro pebeHka 6bln NnepcoHanbHbIv naaH obcneaoBaHmnsa. Bepudukauma coctosHna pebeHKa AAnMAach OT HECKONbKMUX HefeNb 40
2-3 mecaues. Y feTeil, KOTOPbIM NPOBOAUANCH GEeMUHU3MPYIOLLME ONepaLym, OTCYTCTBOBANM MYMKCKME CTPYKTYPbI M UMENUCH B HAIMYUK JOCTATOYHO
XOPOLUO pa3BuTble KeHCKUe. [poBoannack bonee «eCTeCTBEHHaA», MEHEE TPAaBMATUYECKAA KOPPEKLMA ANA KAXKAOMO KOHKPETHOrO cayyas. Y Bcex
NpPoOONepUPOBaHHbIX AeTel BAaraaulLe OTKPbIBANOCh B YPOreHUTaNbHbIA CHHYC ANUCTaNbHEee BHeWHero chUMHKTEPa ypeTpbl, N03TOMY He Bbiao
HeobX04MMOCTH NPOBOAMTL NACTUKY NepeaHeit CTEHKM BnaraauLua (GopmmpoBanmch 3aaHaAs U 6OKOBasA CTEHKM). U3 Bcex AeTel, HAXOAMBLLMXCA Ha IeYeHum
B BblLLEYKa3aHHOW KNMHWKE, Y ABYX MOCNEAHMX NON IopUANYeCcKM NepeodopmaeH Ha NPOTUBOMNONOXKHbIN.
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BbiBogbl. PoxkaeHue pebeHkKa c Taxkenon dopmoit HIP apnseTcs upessblyaiiHO cepbe3HOM NPobaemMot A1 POAUTENEN, MEAUKOB, CUXOOTOB U COLMANbHBIX
paboTHMKOB. HapyweHue nonosoi anddepeHumaummn pebeHka TpebyeT pacliMpeHHOro KomMnaekcHoro obcnenosanua. et ¢ Takeabimm Gopmamu
runocnaguu nognexar o6a3atesibHOMY reHeTudeckomy o6caeaoBaHmio. [laHHble CTaTUCTUKM M COBCTBEHHbIN ONbIT YKa3biBaloT Ha 601ee BbICOKYIO YacToTy
XVMPYPrUYECKOW KOPPEKLMM MO «KEHCKOMY» TUMY B TaKMX CyyasX. [y Koppekumm GemMrUHU3NPYIoLLEro TMNa Hanbonee TAMKEIbIM 3Tanom B TEXHUYECKOM
OTHOLUEHMM AB/AETCA PE3EKLMA NELLEPUCTbIX Te/1 M0JI0BOr0 OpraHa C KAMTOPONIACTUKOW 1 TPAHC/IOKaLIMEN KAMTOPa, CaMbIM OTBETCTBEHHbIM 3Tanom B
GYHKLMOHANbHOM OTHOLLEHWUM ABAAETCA KONbMOMNAACTUKA. XMPYPrudecKoe eHeHne He ABNAETCA 3aBepLUatOLLMM STaNoM IeYEeHWA TaknX nauueHTos. etv
C MHTEPCEKCYabHbIMM COCTOAHUAMM B Aa/bHelLeM TPebYoT NOCTOAHHOTO AMHAMMYECKOro HabNtoAeHMsA BPayei rMHEKOI0roB, YPOIOroB, OHKO/ION0B,
SH/OKPWUHONOOB, NCUXO/IOTOB C COOTBETCTBYIOLLEH KOppeKLmeit Tepanum.

MccneposaHue BbINONHEHO B COOTBETCTBMM C NPUHLMNAMM XeNIbCUHKCKOM Aeknapauuu. NMpoToKon nccnefosanunsa onob6peH JIokanbHbIM 3TUHECKUM

KOMWTETOM BCEX Y4ACTBYIOLMX YUPEXKAEHUIA. Ha NpoBesieHu e nccaesoBaHUi NoyyeHo MHGOPMMUPOBAHHOE COTIacHe poauTeneil, AeTeN.

ABTOpbI 329B/1AI0T 06 OTCYTCTBUM KOHbIMKTA MHTEPECOB.

Knroyesbie cn06a: HapyLIEHWA NONOBOTO Pa3BUTUA, repMadpoanTU3M, GEMUHUMPYIOLLAA KOPPEKLMA.

Ba>knmBUM cerMeHTOM pO6OTH AUTSIYOTO YPOTIOra €
IiarHOCTMKA Ta JIIKyBaHH:A 3aXBOPIOBAHDb PEIIPOAYKTUB-
Hoi cuctemu B fiiteit. CiM’s1, y AKilt HApOAM/IACS AUTUHA 3
Oyab-sAKMY pOopMaMy ITOLIKOKEHHS CTaTeBMX OpraHiB
(posmamamu crareBoro posBuTky — PCP), qacTo 3asHae
IICUXOJIOTIYHIX i MOpa/IbHMX CTPaXK[aHb, 30KpeMa, y pasi
TSDKKMX QOPM IOpYIIeHHs cTaTeBoi audepeHijianii,
KOJIM BU3HAYEHHSA CTaTi HOBOHAPOIKEHOI IMTUHY CTAE
npo6neMHUM. baTbku 4acTo paMaTU3yIOTh BIACHY
OLIiHKY O3HaK JBOCTAaTEBOCTI IXHbOI IUTUHI. IHTEpCEK-
CyaJIbHi CTaHU CTAIOTh 3HAYHOIO IIPOOIEMOIO0 1 11t Mefiu-
KiB. He3Ba)xaroun Ha 3Ha4HMIT IpOrpec y BUBYeHHi ¢isi-
o71orii Ta Mo/IeKy/sIpHOi 6iosorii popmyBaHHA cTaTeBOI
CHCTEMM B JIiTell, IOYMHAIOY 3 Ilepiofly eMOpioreHesy,
eHIOKPMHOJIOTiYHa Ta Xipypriuna Bepudikaris i miky-
BaHH:A TAaKMX PO3/IafliB 4acTo BificTaoTh. [lepen Benukoio
TPYIO0 MEAVYHUX i COLia/IbHUX ITPalliBHUKIB, IKi JOIO-
MaralTb XBOPUM JiTAM, BUHMKAE BENMMKNI I/IACT MeaY-
HIIX, ICKXO/IOTIYHYX i cOIianbHMX Ipobiem [5].

Xoua J1 CIIOCTePiraeTbCsA CTPIMKIIT PO3BUTOK MeAN4-
HOI HayKW, IiarHOCTVKA Ta KOPEKI[is TSHKKMUX GOpM I10-
pylIeHHs cTaTeBol AndepeHLialii 3aI1IaeTbcs OfHIe0
3 HallCK/IaHINX Ipo6/IeM i CTAHOBUTD CepilO3HMIL
BYIK/IVIK JI/I JUTAYKX JTiKapiB.

CraTb fK I1i/licHe MOHATTS BKJIIOUAE TPU OCHOBHI eJle-
MEHTU:

1) remermuna crarb KmituH (XX i XY);

2) roHajHa cTaTh (HaABHICTb S€YOK UM SAECYHIKIB);

3) comarmyHa ctath (6yHOBa 30BHILIHIX CTATeBUX
OpraHiB i BHyTPIllIHIX cTaTeBUX LIUIAXIB).

InTepcekcyanpHi cTany, abo repmadpopnTU3M — 1€
AVCTapMOHIst MDK LIMMU e/IleMeHTaMM, TOOTO Ko de-
HOTMII YiTKO He BifiloBifiae kapiorumny [5].

3 PO3BUTKOM MEIMYHOI HayKM 4 OCHOBHI IPyIN iH-
TepCeKCya/IbHIX CTaHiB (CIIpaBXHili repmadpopuTnsm,
XKIHOYMI TICeBAOrepMappOANTI3M, YOTOBIUNMII IICEBIO-
repMadpoOANTU3M, CMHAPOM 3MillIaHO] ucreHesii ro-
HaJl) JOIOBHIOIOTHCS HOBOIO iHdopManieo i 6inbur
yrounernmu popmamu PCP. OHak HaBiTh Mic/Is KOMII-
JIEKCHOTO PO3IIMPEHOT0 00CTEeXEHH S, MOXX/IMBOTO B
CY4aCHMX YMOBaX BiTUM3HAHOI MEIVIIVIHY, iHKO/N J0-

CUTb CKJIaJJHO BiTHECTV KOHKPETHUI BUITAJIOK JO Ti€l
uy iHmoi rpynu [3,5].

Lle o3Hauvae, 110 HifXif 4O BUpilIeHHs IpobieM Ta-
KX JiTeil Mae OyTy MaKCMMaIbHO BUBKEHUM, i3 3a-
JIYy4E€HHAM MMPOKOro CIIEKTpa CIIeLiaIiCTiB, AKi 3aiiMa-
I0TbCs MUTAHHAMMY CTaTi Ta ii KOpeKlil, 3 IOrOfPKEHHAM
no6axaHHs 6aThKiB i BUPIlIEHHAM YCiX collia/IbHNUX Ta
TICUXOJIOTiYHIX aCIIEeKTiB, ajJ[>)Ke BU3SHAYAETbCS MO M-
TUHU Ha BCE )KUTTA.

«30710TUM» IIPaBU/IOM JIIKYBaHHs XJIOITYMKIB i3 TAX-
Kumu popmamu rinocnazii B /IbBiBcbKiit o6macHiit gu-
TAYil KiniyHin nikapHi «KOXMATIWT» € koMIekcHe
reHeTM4He 00CTEeXXeHH JUTUHM 0 OTlepalil /IS 3a1o-
OiraHHS MOXIMBII TiKapChKiil moMunii. 3MiHa IpUH-
LIMIIOBYX ITIJXOZIB O XipypriyHoi KOpeKliii rimocmazii,
11O CIIOCTEPIra€ThbCA MPOTATOM OCTAHHIX POKIB Y Bi-
TYM3HAHIN AUTAYiN ypororii, Bubip parioHaapHOro
METOJAYy YPeTPOIUIACTUKY, YMiHHSA HMiATOTYBaTH IIJTac-
TUYHUI MaTepian go olepallii, MOXX/IUBICTb 3aCTOCY-
BaHHA BYICOKOAKICHOTO IIOBHOT'O MaTepiay, a TAKOX
3POCTAaHHA TEXHIYHOI MalICTEPHOCTI AUTAYMX YPOJIOTiB
3 ypaxyBaHHAM BICOKOTO KOMAaH/JHOTO TpodecioHarti3-
MY BCbOTO XipypriYHOro KOJIeKTUBY, aJleKBaTHE aHeCTe-
3iojioriuHe 3abesnedyeHHs oneparil Ta micasonepartii-
HOTO Iepiofy Manu 3MOTY JiKapAM KIiHiKM 3HaYHO
HOMIMIIINATY PE3YIbTATY ITiKyBaHHS, SMEHIINATY 9aCTOTY
MicaAonepaliiinX yCKIaHEeHb i, BIMOBiIHO, MigBu-
UIUTH AKICTb XKUTTS MaJ€HbKUX NAlli€EHTIB.

OpHak 3BepHEHH: IALli€HTIB 3 iHTepceKCyaTbHUMM
CTaHaMM JIO K/IiHIKM CTUMY/IIOBAJIO YPOJIOTiB JIiKapHi 10
BUBYEHHs Ta BIPOBA/KEHHs TaKOX i PpeMiHi3yIounx
THUIIIB XipyprivHoi KOPEeKIil cTaTeBUX Bafl PO3BUTKY.

Merta gocnii>KeHHs — IIpOoaHaNi3syBaTy BJIAcHI pe-
3y/IbTaTH XipypriYHOro NiKyBaHHA THKKUX popm PCP
y AiTeit micns oneparniit peminisylodoro Tuiy, BusHa-
YUTY IPAKTUYHI IPOTOKO/MBHI TOKa3aHH 3 BUOOPY Ha-
NpAMY XipyprigyHoI KOpeKIyii.

Marepianu Ta MeTOIM JOCTi>KEeHHA
Ypomosx ocTaHHiIX 5 pOKiB f0 yponoris JIbBiBCbKOI
obnacHoi gurtayoi kiainivHoi nikapHi «OXMATIINT» mo
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MeJIIIYHY JOIIOMOTY 3BepHynucs 6aTbku 12 fiiTelt 3 TSK-
kumu PCP, o3Hakamu repmadpogutnsmy (gBocrare-
BoCTi). YacTMHa VX AiTeil IPOTATOM TPUBAIOTO Yacy
nepeOyBasa Ha 0OCTeXXeHH] B Pi3HUX JUTAYNX JIIKaPHAX
Ykpainy, ogHaK, Ha )Kanb, 6e3 BUpilleHHs Tpo6eM.

Tak, 5 malieHTiB Micasg 0O0CTEXXEeHHA BUABMUINCA [i-
BYAaTKaMIU 3 aJjpeHOTe€HITa/IbHUM CUH/IPOMOM i Oynn
CKEpOBaHi /i1 KOHCEpBATUBHOI Tepallii eHJJOKPMHHNX
MOPYILIEHb Ta IIOJA/bIIOL XipypriyHoIl KOpeKil Jo au-
TAYNX MeTUIHUX HeHTpiB M. Knesa [4].

Y 16-piuHoi AuTHHY, GEHOTUITIYHO AiBUMHY, OATHKI
AKOI 3BEPHY/INCA O SUTSAYOTO TiHEKOJIOTa Y 3B’ A3KY 3
BiJICYTHICTIO MiCAYHNX, TeHETUYHE 0OCTEKEHHA BUABM-
10 Kapiotun 46 XY. 30BHillIHI cTaTeBi opraHu Ta BTO-
PMHHI cTaTeBi 03HaKM cpopMoBaHi mpaBIbHO. I1ix yac
JIATIaPOCKOIIii BUAB/IEHO ITIOMipHO TillON/Ia30BaHi MaTKy
i MaTKOBI Tpy6U, @ TAKOX ABi AMCreHETUYHI TOHANN.
3pobreno 6Hiomciro. 3a pe3ynbraTamMiu TiCTOMIOTiYHOTO
TOCTi[IKEHHA BUABIECHO €/IEMEHTH AEYHNKA 3 O3HaKaMMI
roHagobmacromu 3 060x 6ionratis. [IpoBemeHo mama-
POCKOIIYHY ToHajieKTomio. [InTnHa nepebysana mix
OVHAMIYHUM CIOCTEPEKEHHAM JUTAYOr0 OHKOJIOTa Ta
rinekosora [6].

14-piuHa puTHHA, 10 BUXOBYBA/IACA 3 HAPOJ KEHH S
K IiBYMHKQ, IeKiNnbKa POKiB mepebyBaa Iiff criocre-
PEXEeHHAM JUTAYOro Xipypra 3a MiclieM IpOXMBaHHA
3 [iarHO30M ABOOIYHOI MaxoBoi Kuan. batbku Bif one-
pauii BiTMOBU/INCA i TOBTOPHO 3BEPHYINCA IO SUTAINX
7MiKapiB y 3B’A3KY 3 BifICyTHIiCTIO MicAYHUX y 13-piuHOMY
Bini. I1if yac ornAny BUABIEHO O3HAKU ABOCTATEBOCTI:
rinepTpodiio KIiTopa, KOPOTKUI yPOTeHITaTbHUI CH-
Hyc (YI'C) 3 By3bKMM BXOJOM Y IiXBY, HEZOPO3BUHYTi
craTeBi ry6u. Crabko po3BMHeHi MOOYHi 3am03n. Y
IIAXOBYIX J/ITHKAX Ma/IbIYIOThCA OOpe pO3BUHYTI s€4-
KOIIOZiOHI CTPYKTypH. 3a pe3y/ibTaTaMy YIbTPa3BYKO-
Boro pocmimkeds (Y3]]) He BUSBIEHO MaTKu, MaTKO-
BUX TPYO i I€YHUKIB, 110 MATBEPAXKEHO 3a TOITIOMOT 00
koMt otepHoi Tomorpadii (KT) ta mamapockomii. 3a
TAHMMM €HJIOT€HITOCKOIIII: iXBa BKOPOY€EHa, 3aKiHYy-
€TbCA c/1ino. PiBeHb BiIbHOTO TECTOCTEPOHY B KPOBi
nigsuienuit. Kapiorun - 46 XY. IuTuHi BCTaHOB/IEHO
niarHo3 «HemnoBHa popma TecTukynspHoi peminizanii,
curgpoM Moppica (donmosiunit ncesgorepmadponu-
TU3M)». 3aI/IaHOBAHO OIlepaTUBHE JIIKyBaHHS — IBO-
6iYHy TOHa/IeKTOMIIO 3 FeHiTaTbHOI0 PEKOHCTPYKITi€k0
3a ©KiHOYMM» TUIIOM [2,8].

[Toni6Hi 3MiHM BusiB/IeHO y 17-piunoi gutnnu. Bin-
MIiHHICTb IIO/IAITaJIa Y BUABIEHOMY IIifl YaC JIallapOCKOIII
ABOOIYHOMY ab6OMiHa/IBHOMY KpUMITOPXi3Mi 3 O3Ha-
KaM1 aTpodii A€I0K Ta HU3bKMM piBHEM BiIbHOTO Tec-
TOCTEpOHY B KpoBi. [luTnHa i3 cungpomMmoM Moppica
TaKO>X TOTY€ETBCA [0 XipyprivHOi KOpeKIii.

baTtbku 1-piuHOro xy10m4mnKa 3BEpHyINCA 110 MEAUY-
HY gomnoMory 3 giarHo3oM «l'imocnagis II cr., mpaBo-
OiyHMIt KpUNTOPXi3M». JIliBe sIEYKO MaTbIIYyEThCS B Ka-
nutii, 6e3 o3Hak marosorii. ITif yac pesisii mpaBoro
[1aXOBOTO KaHA/Y B JUTVHY BUABIEHO €I€MEHTH XKiHO-
40l CTaTeBOI CUCTEMU: MAaTKOBY TPYOy Ta S€YHMUK, 1110
MiJTBEPAKEHO ricTonorivHo (0cTaHHi BIPaBIeHO B
4yepeBo). [eHeTnuHe o6cTexxeHHA: KapioTn — 46 XY.
Ilix yac mamapockorii MaTKM He BUABIEHO. JHAIEHO
PYAVMEHTapHY MaTKOBY TPyOy 3 A€4HMKOM, SKi Oymn
BuzianeHi. Bumagox MmoxxHa KnacudikyBary sK CIpaB-
XKHiiT repMadpoANTU3M. 3aIUTAHOBAHO XipypridHy Ko-
PpeKIiio rimocnapii.

11-piuHa AUTKHA 3 TAXKKOI0 (OPMOIO MOPYLIEHHA
cTareBoi AudepeHuialii npy 30BHIIIHbOMY OITIAAI TA
BTOPMHHMMIY CTAaTEBVIMM O3HAKaMM 33 «KiHOYMM» TH-
noM. fedka He manpnyoThca. Kapiotum - 46 XX,
AJnpeHoTeHiTa/IbHMII CUHAIPOM 3allepeuyeHo eHIOKPHU-
HOJIOT{YHMMM MeTOflaMM 0OCTeXKeHHA. 3a pe3y/IbTaTa-
MU JIallapOCKOMil: BHYTpilIHi reHitanii xinoui, 6e3
MaTO/NOTiYHMX BifxmiaeHsb. Ilif yac MarHiTHO-pe3o-
HaHcHOI ToMorpagii (MPT) BussieHo fo6pe po3su-
HyTy nixBy Ta gosruit YI'C. 3a JaHuMM eHJOreHiTO-
ckomii, B amnyny YI'C BifKpuBa€TbCsA BiUKO ypeTpu Ta
BXigHMi1 oTBip nixsu. IIpoBeneno xipypriyny Kopex-
11i0: pEKOHCTPYKIIiI0 TeHiTabHOI 30HM, MO6iTi3aliio
Ta pesekuiio ctinok YI'C, Tpancnokaiito kiaitopa (6e3
Jioro pesexliii), By/IbBOIUIACTUKY 3 /1a0iOIIaCcTUKOIO
MaJIVX i BeIMKUX CTaTeBUX I'y0, KONbIOIIACTUKY. Tpu-
BaIicTh omepalii — 8 rof (BKIIOYHO 3 €HIOCKOIIYHUM
ob6crexenHam). Ilicnsonepauiiiunit nepion — 6e3
yCKIafHeHb. Bunmagoxk KnaCM(_’piKOBaHo SAK KiHOYUI
HeCIpaBXHil repmadpopuTsm 6e3 BCTAaHOBICHHS
reHesy 3aXBOPIOBaHHSA, BPAXOBYIOYM BiICYyTHICTb
aHaMHe3y XUTTA OUTUHU. JJiBUMHKA 3 acolianbHOI
cim’i. 3a 1 micaup micna onepauii B AiBUMHKY IPOABU-
nocsi MeHapxe 6e3 ocobnmBocteit [1,7].

e 2 miTelt 3BepHyMICA [0 MiKapHi 3 giarHo3oM «I'i-
nocnapis IV-V ct.» y Bini 1,51 2 poxn BignosigHo. [Ipn
OIJIAZ] fiiTell fieUKa He Ma/IbIyBaluCA Hi B m1abiockpo-
TaJAbHUX CKTagKaX, Hi B TaXOBUX JinsHKaX. [Tix gac re-
HETUYHOTO 00CTe)XEeHHS BUABJIEHO B NEPIIOi AUTUHY
kapiorun 46 XY, y gpyroi — 47 XXY. Mu 06’egnanmm ix B
OJIHY IPYITY, BPaXOBYIOUM IIOAiOHICTh BUSAB/IEHNX 3MiH
Ta OHOTUIIHICTD ITpoBefeHnx oneparniit. [lig gvac Y3
B 000X IaIjieHTiB 3HaleHO MIo/IepoBi mpoToku. [Tpn
JIaIIapOCKOIIii BUABIIEHO TillOIIa30BaHy MaTKy, MaTKO-
BY TpyOy i fI€UHUK 63 BUAMMUX aHATOMIYHUX 3MiH 3
OJfHOT0 OOKY Ta AMCTeHeTMYHY TillOIIa30BaHy FOHAY —
3 inmoro. IIpoBefeHO rOHA/IEKTOMII0 OCTAaHHBOI Ta 610-
IICiI0 I€EYHMKA. 3a JTaHUMM TiCTOMIOTiYHOTO JOCTiIKEHH
BUSIB/IEHO eJIeMeHTHU sIEYKa BumaeHoi roHamu. Iig yac
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eHJJ0CKOTIii 3HalifeHo BifHOCHO KopoTKuit YI'C, B siknmit
BiJKpMBAETHCA BiUKO ypeTpy Ta BXiJHUIT OTBIp IiXBMU.
OcTtaHHA [06pe pO3BMHYTA, Bi3yani3yeTbcA MIMITKa
MaTku. OcobmuBicTio 060X giteit 6yB fo6pe po3BUHY-
TUI CTaTE€BUIL OPTraH 3 BUPAXKEHOIO JieBialli€lo y BeH-
TpabHMII 6iK (TOMY BCTAaHOBJIEHO JiarHO3 rilloCIazii).
B 060x BumagKax KOHCU/IiyMOM JTiKapiB peKOMeHJ0Ba-
HO XipypTiuHYy KOpeKIlilo Bafl 33 «KiHOUMM» TUIIOM.
I1i pexomenparii cniBmaay 3 mo6axaHHAM OATHKIB.
IIpoBeneHo Xipypriyay KOpeK1ilo: peKOHCTPYKLIIO Te-
HiTa/IpHOI 30HM, MOOini3animo Ta pesexiiifo cTiHoK YI'C,
Pe3eKIIilo NeYepUCTHX Ti/I CTaTeBOTO OpraHa 3 popMy-
BAaHHAM 1 TPaHCIOKALli€l0 KIIiTOPa, BY/IbBOIUIACTUKY 3
Nabi0IIaCTYKO0 Ma/IUX i BeIMKMX CTAaTeBUX I'y0, KOJIb-
HOIUTACTUKY. TpuBasicTh onepaniit — BigmoBifHO 5 Tox
i 6 ron (BK/IIOYHO 3 €HJOCKOIIIYHUM OOCTEXXEHHAM ).
[Ticnsaonepamniituuit nepioxn — 6e3 ycknagHeHb. Bumagkn
K1acu(iKoBaHO K CMHAPOM 3MillIaHOI AMcreHesii ro-
Hap. [liti epe6yBaroTh i AMHAMIYHIM CIIOCTEPEeXKEeH-
HAM JUTAYUX YPOTIOTa, TiHEKOJIora Ta eHJOKPUHOJIOTa.
Ha npoMy eramni ocHOBHe po6IeMHe IMTaHHA — «I0-
BeJJiHKa» 3a/IMIIEeHOro acunnka [1,7].

Y Bcix mpoonepoBaHuX AiTell MMiXBa BifKpUBanacsa B
YI'C guctanbHimle 30BHIMHbOTO ciHKTEpa ypeTpu,
TOMY He Oy/10 HOTpeOy BUKOHYBATH IIACTHKY IIepeIHbOI
crinku nixsu (popmyBamucs 3aHs Ta 60KOBI CTIHKM).

3 ycix mireit, o nepebyBany Ha JIiKyBaHHi B 3a3Ha-
YeHill KIIiHilli, y BOX OCTAHHIX CTaTh IOPUAUYIHO IIepe-
odopMIeHa Ha IIPOTUIEKHY.

HocnigyKeHHs BUKOHAHO BifIITOBiHO KO IPVHLUUIIIB
Ienbcincbkoi gexnapanii. [IpoTokon gocmifxeHHA
yxBajieHo JIoKaTbHMM eTUYHIM KOMiTeTOM 3a3HaueHol
B po6oTi ycTaHoBK. Ha mpoBeeHH: JOCTiIKeHb OTpH-
MaHO iHpOPMOBaHY 3TOfy 6aTbKiB, HiTell.

PesynpraT mocmigKeHHs Ta iX 00TOBOpeHH s

Yci gitn 3 PCP norpebysany 3Ha4HOTro 06CATY flia-
THOCTUYHOI 1 JIIKyBa/IbHOI pO6OTHM, 3aTy4eHHS MNPO-
KOTO CIIeKTpa crerfianictiB (HeoHATOMOrIB, meiaTpis,
€H/IOKPMHOJIOTIB, YPOJIOriB, IHEKONOTIB, XipypriB, OH-
KOJIOTiB, TeHETHKIB, IICMXOJIOTIB), @ TAKOXX COLIiaTbHUX
HpaliBHUKIB. BibIIicTh HMX MaLli€EHTiB KOHCY/IBTOBAHO
Bi[ITOBIZHMMM CIIeLlia/IiCTaMy IPOBiTHMX OJUTAYNX KITi-
Hik M. K;eBa Ha BuMoOry nikapis 3asHa4eHOi KIIiHiKM.
BpaxoBaHo nmo6axaHH: 6aTbKiB 3 IPOrHO3YBaHHSAM I10-
Ta/lbIIOr0 PO3BUTKY SUTHHY Ta BUPIIIeHHA BCiX Me-
IUYHUX, COLia/IbHUX i IICUXOIOTIiYHMX aCIIeKTiB.

KommiekcHe 00CTe)XXeHHsI XBOPUX IiTeit:

1) orapm puTuHY;

2) ciMeitHMIT aHAMHES3;

3) MemMKaMEeHTO3HMII aHaMHe3 (IepeayciM — rop-
MOHN);

4) reHeTnuyHe oOcTexxeHHs (KapioTui, cTaTeBMil
XpOMAaTHH);

5) TOpMOHaNbHI TOCTiKeHHs (CTepoingn KpoBi
i cedi, ropMOHU rino¢>isa, TeCTOCTEPOH, KOPTU3OJI,
a/IpeHOKOPTUKOTPOIHIIL TOPMOH );

6) eneKTPONiTH KPOBi;

7) TecT 3 XOpPiOHIYHNM TOHA/IOTPOIIIHOM;

8) Y31

9) mnamapockoris;

10) moB3moByKHA OioIIcisa roHam;

11) yporeHiTanbHa eHTOCKOIIis;

12) npomenesi Metonu o6crexxennst (MPT, KT, reni-
torpadis).

KoxHa uTuHa Maja nepcoHaabHUI IIaH 00CTe-
eHHs. Bepudikauis crany gutuHu TpuBana Bif ge-
KIJIbKOX TV>KHIB 710 2—3 MiCAIIiB.

ITix gac 06cTeXXeHHs IiTell, MATOTOBKY O Omeparlii
Ta BUOOPY IUIaHy XipyprivHoi KOpeK1ii BpaXoBaHO Taki
JiarHOCTMYHI Ta MPAKTUYHI KpUTepii:

1. Hitu 3 Tsoxkumy popmamu rinocnapii mipyisra-
10Tb 000B’A3KOBOMY I'€HETMYHOMY OOCTEXEHHIO.

2. HopmanbHo cdopMoOBaHe B aHATOMi4YHOMY Ta
byHKIIOHaIPHOMY BifHOIIEHH] si€4K0 BUPOOIsie de-
Ta7bHUI TECTOCTEPOH, Mifl BINIMBOM AKOTO IIPOXOAUTb
PO3BUTOK BONb(OBMUX CTPYKTYP (IPpUAATKY A€UKa,
ciM’sIHI myXupii, ciM IBMHOCHA IPOTOKA) Ta iHTibiTOp
MioIepoBux mportokis (MIC-mronep inribyroga cy6-
CTaHIifl), [0 CTUMYIIIOE 3BOPOTHUI PO3BUTOK MIOJI-
JIEPOBUX CTPYKTYp (mixBa, MaTKa, MaTKOBi TpyOM).
Y miteit, axum npoBopuau ¢eminisyoui oneparii,
Oy/u BiICyTHi 4O/I0BiYi CTPYKTypM Ta HasABHi BiTHOC-
HO 106pe po3BUHYTI XiHodi. I]e BkasyBamo Ha BifcyT-
HicTb B OpraHiami fo6pe po3BUHYTOrO i PyHKLIOHYIO-
94Oro xo4a 6 OJJHOTO f€YKa, 32 BUHATKOM JUTHHI 3
cuHgpoMoM Moppica.

3. CraproBa reHeTM4YHa CTaTh.

4. Bu6ip 6imbuI «1pMpOAHOI», MEHII TPaBMaTHYHO]
KOPEKIII 1711 KO)XHOTO KOHKPETHOTO BATIA/IKY.

5. MOoX/IMBICTb BECTY CTaTeBe XUTTS B MAiiOyTHHOMY.

6. MOXX/IMBIiCTb MaTy IOTOMCTBO, BPAXOBYHOYM CY-
YacCHi TeXHOJIOTi1 3amIiTHeHHS.

7. OHKosoriyHa Hebe3IeKa.

8. 3amicHa ropMoHOTepamis B MaitbOy THbOMY Hif
KOHTpOJIEM I'HEKOJIOTiB Ta €H[JOKPMHOJIOTIB.

9. Tlob6axkaHH: O6ATHKIB.

KoncuiymHe BupillleHHA BCiX CKTaJHUX MUTaHb 711
KO>XHOTO KOHKpeTHOro Bunagaky Tsuxkkux PCP, y3ro-
IKeHHS BCiX CylepeuInBUX acIeKTiB 3 6aTbKaMy Ta
CaMIUMMU NallieHTaMy, JOIOMOTIa COLliaTbHNUX CITY>KO0
3abesmeunnn OOHAAIIINBUIL pe3ynbTaT poOOTH.
€ po3yMiHHA HEMOXX/TMBOCTI JOYaCHOTO BUPillleHH:A
MaiibyTHIX Npo6IeMHUX NuTaHb. MOJeTI0EThCA
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IOJAAbIINI POSBUTOK AUTUHY, CKIAJA€ThCA IIIaH
HaCTYIHNX 00CTeXXeHb i KOHCEPBAaTUBHOTO JIIKYBaHHH,
a MOXKJIMBO, i Xipypri4Horo.

BucHoBKkn

Hapomxenus gutunu 3 Tspkkow ¢popmoro PCP e
Ha/I3BMYAIIHO CEPIIO3HOI0 Mp0o6IeMoo 1/ 6aThKiB,
MeJVIKiB, IICMXOJIOTIB i COllia/IbHMX IIPalliBHUKIB.

[TopyureHHs cTareBoi gudepeHianii AUTHHY I0-
TpeOye MelaHTUYHOTO PO3IMINPEHOr0 KOMIITIEKCHOTO
00CTeXXeHHs 13 3a/y4eHHAM LIIMPOKOTo KoJia CIelia-
JIICTiB, AKi 3a/IMAalOTbCS MUTAHHAMMY CTaTi, 111 BEPU-
¢ikanii Bagyu Ta BU3HAYEHHs HalipallioHaIbHINIOrO
IUIAXY Y BUpilleHH] mpo6ieMy, y T.4. ciocoby Xipyp-
ri9YHOI KOPeKIIil.

JlaHi cTaTUCTUKY Ta BIACHUI TOCBifl BKa3yIOTb Ha
BUIIY YaCTOTY Xipypri4Hol KOpeKIii 3a «KiHOYMM»
TUIIOM y TaKMX BUIIafIKaX.

ITig gyac kopek1ii pemMiHi3yI0Y0oro TUITy HANTKINM
€TaIloM Y TEXHIYHOMY PO3yMiHHi € pe3eKIlisd IIe4epuCcTIX
TiJI CTaTEBOTO OPraHa 3 K/IITOPOIUIACTUKOIO Ta TPAHCTIO-
Kalli€lo KITopa, HalBiAOBiZa/IbHIIIVIM eTaroM y QyHK-
L[iOHa/IbHOMY BiJJHOIIIEHHi € KOJIBITOIIACTUKA.

XipypriuHe /NiKyBaHHA He € 3aBepLIaJIbHUM €TallOM
MiKyBaHHA TakMx nanienTis. [litn 3 PCP y noganbimomy
HOTPeOYIOTh MOCTITHOTO AMHAMIYHOTO CIIOCTEPE)KEHHS
riHEKOJIOTiB, YPOJIOTiB, OHKOJIOTiB, €HJOKPVHOJIOTB,
IICUIXOJIOTIB 3 BifINIOBiJHOIO KOPEKLi€I0 Tepatii.

Bigomocri npo aBTopis:

Mix 6aTbKamu Ta TiKapsaMu Mae 6yTH IiKOBKUTa
TapMOHisl Y B3a€MMHAX /11 3a0e3IedeHHs IUTVHI Tifi-
HOTO >KUTTSI, ITOBHOLIIHHOI IICMXOJIOTiYHOI Ta COIlia/IbHOL
ajjanTaiii, MOXX/IMBOCTI CTBOPEHHSI CiM'i Ta BUXOBAaHHSI
HaCTYNHOTO IOKO/MTiHHA.

Asmopu 3as67510mb Npo 8i0CYMHICMb KOHPIKMY
inmepecis.
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