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Aanapockormst B AarHoCTKe
HapyleHnit GopMUPOBaHMS ITOAA
y AeTel C TUIIOCIIaAVen
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ITeAp pabGoTHI — OLIEHUTD OIIBIT IIPYMEHEHNS AAIIAPOCKOIINN B AMATHOCTHKE HapyIIeHuii hbOpMUPOBAHNS
roaa (HPIT) y aeTeit ¢ rurnocriaamer.

Marepnaasl 1 MeToABIL. CaHAIMIOHHO-AMArHOCTIYECKYTO AAllapOCKOIMIO ITpoBeAn y 12 manmeHToB ¢ ruto-
crapveit. ObcaepoBanne 60AbHBIX ¢ HOIT BkATouaro: 1) m3ydeHMe AQHHBIX aHaMHe3a, OIIEHKY Hapy KHBIX
TTOAOBBIX OPTaHOB; 2) IIUTOTeHETIIeCKoe VICCAeAOBaHMe; 3) YABTPa3ByKOBOE MICCAGAOBaHVE OPTaHOB MaAOTO
Tasa, IIaXOBbIX 0OAACTET, MOIIOHK; 4) IMICTOYPETPOCKOINIO; 5) AallapOCKOINIO, GMOTICUIO TOHAA C TIOCAEAYIO-
MM UX MOP(OAOTMIECKUM UCCAEAOBAHNEM; 6) TOPMOHAABHOE OOCAEAOBAHNE C OIIPEAEAEHVEM YPOBHSI T'OHa-
AOTPOIIMHOB, TIOAOBBIX CTEPOMAOB B CBIBOPOTKE KPOBU U C IIPOBEACHNEM AArHOCTIYECKO IIPO6BI C XOPUOHU-
YeCcKVM FOHAAOTPOIIMHOM.

AarapocKonmio IPOBOAMAM IIPY HAAMYMH COITy TCTBYIOIIIeli IIaXOBO¥ TPBIXY U BbISIBACHUM A€PMBATOB MIOAAE-
pOBa IIpOTOKa B TPHIKEBOM MeIIIKe TP rpblkecedeHn — y 1 GOABHOTO, TPV HAAUYINI AEPUBATOB MIOAAEPOBa
IIPOTOKA IIPM OPXMAONIEKCUM — Yy 4 IalMeHTOB C OAHOCTOPOHHMM KPUIITOPXM3MOM, IIpM CHMHApOME
HeIIaABIIMPYEMBIX AMYeK (AByCTOPOHHEM abAOMMHAABHOM KPUIITOpXM3Me) — Y 4 AeTeil, IIpM 3aAHeit dpopme
TUITOCTIaAMM C MUKporieHneit — y 3. CpeAHMit Bo3pacT 60ABHBIX cocTaBAsiA 13,5 Mec — oT 6 A0 21 Mec.
PesyabTaTsl u 06cyxaenne. Xpomocomursle HOIT AvarHOoCTHpOBaHEL Y 4 GOABHBIX: CMEIIIaHHAs AUCTeHEe3VsI
TOHAA — B 3 CAy4Yasix, oBOTeCcTUKyAsipHast popma — y 1 peberxa. HPIT 46 XY BbIsABA€HBI y 8 IMallMeHTOB: OBO-
TeCTUKyAsIpHas ¢popMa — y 1, cMeIlTaHHas AVMCTeHe3usI TOHaA — V 2, AedeKT Sa-peaykTassl — y 1, 3aAH:AS
TUIIOCITAAMS B COYeTaHMM C MUKPOIIeHM el — Y 3, 3aAHsIs TUIIOCIIaANS B COUYeTaHUM C ABYCTOPOHHUM KPUIITOP-
xm3mMoM — y 1. 'mcrorormdeckoe mccaepoOBaHNE YAAAEHHBIX TIPOVI3BOAHBIX MIOAAEPOBBIX IIPOTOKOB ITOATBEP-
AVIAO UX AMICTeHe3MIO. 8 IallyieHTaM BBITOAHMAU opXMolieKcuio 110 IleTpuBaabckoMy. AanapocKornmyecKyro
MeToAnKy PIRS (Percutaneous Internal Ring Suturing) ncrnioabzoBaan y 2 6OABHBIX C COITyTCTBYIOIIIEi I1aX0-
BOJI rpbIXelt. Bce manmeHThl 3aperncTpupoBaHbl B My>KCKOM IIaCIIOPTHOM IIOAe.

BceM GOABHBIM IIOCAE IIPOBEAECHNSI CAHAIVIOHHO-AQrHOCTMYECKOM AAIapOCKOIMI BBITOAHVAY KOPPEKIIUIO
rurocraaun. Y 8 maInmeHToB UCIIOAB30BAAM ABYXSTAITHYIO MeTOAMKY Smith, y 4 — oAHOSTaITHBIE KOPPeKIM
(mo Koyanagi — 1, mo Snodgraft — 3). B 2 cay4asix 06pa3oBaAKCh IIOCA€OIIepaIMIOHHbIE KOXKXHO-ypeTpaAbHbIe
CBUIIIM, KOTOPBIe AMKBYAVPOBAAK depes3 6 Mec IocAe ypeTponaactuku. HabAloaeHVe TarieHTOB IIPOBOAUAK
COBMECTHO C TIeAVIaTPaMU, SHAOKPMHOAOTAMI U TICUXOAOTaMIL.

Br1BoABI. Aarapockomnust AOAXKHA OBITh BKAIOYEHA B IlepedeHb 00s13aTeABHBIX VICCAGAOBAHMII Y TAI[IEHTOB C
TUITOCTIaAVIeT ¥ HapyTieHreM hOpMIPOBaHUS TTOAA.

Aamnapockoraeckast OMOIICHsI TOHAA Y TIAIEHTOB ¢ HapyllleHreM (pOpMUPOBaHMS ITOAA SIBASIETCS OAHVUM U3

»

CratTa Hagiviuna go pegakuii 11 motoro 2015 p.
Bapyxosuy Bagum flkoBuY, K. Mef. H., Oou. Kadpeapu AnTa4oi xipyprii Ta aHecTesionorii

69063, M. 3anopixoks, npocn. JleHiHa, 70
Ten. (0612) 76-43-05. E-mail: vadimbaroohovich @ hotmail.com

25



XIPYPrISl AUTAYOrO BIKY m Ne 1—2 w 2015

B.51. Bapyxosu4

AOCTOBEPHBIX METOAOB VICCAEAOBAHMST AASI OIIPEAEAEHVISI OKOHYATEeABHOI'O AMarHo3a B COMHUTEABHBIX CAyYasiX. Bo3MoxxHOCTH
VICIIOAB30BaTh OIITUYECKOe YyBeAndeHune, IIpocToTra AOCTyIla B 6pIOHIHy10 IIOAOCTDb IIO3BOASIIOT IIPOM3BOAUTH CaHaIllMOHHO-
AMArHOCTMYeCKMe MaHUITY ASIINN C IIpEMMYIIeCTBaMI MaAOMHBA3VIBHBIX TEXHOAOTUIA.

Kntouesvie cnoea: Hapyuilerue 1on08020 passurius, eunocnaous, JanapocKonus, demul.

HapymeHI/Ie dopmuposanus nora (HOIT) man
HeOITPeAeAEHHOCTD TI0AA U TICeBAOTepMadPOAN-
TH3M — 3TO BPOXAEHHOe COCTOSHNE, CBA3aHHOE C
KAVHUKO-OMOXVMMIYIECKVM IIPOSIBA€HIEM HeCOOTBeT-
CTBUSI MEXAY TeHeTMIeCKNM, TOHAAHBIM U (peHOTH-
IIIeCKMM ITOAOM pebeHKa.

H®TI Bcrpeuaercs y 30 % manmeHTOB € TUIIOCIIA-
AMell, a TIpY COYeTaHNM 3aAHel TUIIOCTIAAMN C KPUII-
Topxm3mMoM — y 50 % [2—4]. Ceroans n3oanposas-
HYIO MOIIIOHOYHYIO 11 IIPOMEXHOCTHYTO TUIIOCIIaAVIO
VAV TUIIOCITAAMIO B COYETaHMM C KPUIITOPXM3MOM
paccMaTpMBalOT Kak OAMH 13 cuMmrromos HOTT.

HexoTopble aBTOpPBI AAsI OIIVICAHMSI STOTO COCTOSI-
HUS VICTIOAB3YIOT TepMMH «repMadpoantmsm». Oa-
Hako B 2005 1. B Umkaro Ha coBMecTHOI KOHdepeH-
IIMM €BPOIEVICKMX VI aMePUMKAHCKMX AETCKMX SHAO-
KPWHOAOTOB IIPMHSIAM KOHCEHCYC IIO IIepeCMOTPY
TePMMHOAOTUM M KAACCHPUKAIIN repMadpPOANTI3-
Ma. [IpearokeHO 3aMeHUTHh KaK caM TEPMMH «Tep-
MadpOAUTH3M», TaK U YKa3aHMe B AVlaTHO3€e IIOAOBOIA
IIPMHAAAEXHOCTH. PexoMeHAOBaHO JICIIOAB3OBaHME
tepmnHa disorders of sex development (DSD) aas
0003HaYeHIISI BPOKAEHHBIX COCTOSHVIA, IIPU KOTOPBIX
XPOMOCOMHBIV, TOHAAHBI ¥ AHATOMMUYECKUIA IIOA
SIBASTFOTCSI HeTuImmuHbsIMu [1, 3, 4, 8].

B KxoHceHcyce oTMe4YeHO, YTO cOBpeMeHHas KAac-
cudmKanmsl AOAXKHA OTpakaThb I'eHeTMYeCKUil ITOA
pebeHKa, MOAEKYASIPHO-TEHETHYIECKYIO STHOAOTHIO C
yTOUHeHVeM (eHOTUIINIeCKOl BapuabeAbHOCTH, a
TaKXe OCTaBASITh BO3MOXXHOCTb BHECEeHNs M3MeHe-
HII U A0DaBA€HMSI HO30A0TMIecknx dopm. B To xe
BpeMsl OHa AOAKHA OBITh AOCTYIIHOJ ITOHVIMaHMIO
IIalleHTOB 1 He BHI3BIBATh IICHXOAOTMYECKMIT AVIC-
xoMdopT. B HOBOV KraccuduKarmy IIpeAAraraoT
pasaeaenne nanyerTos ¢ HOIT Ha 3 60AbIme rpyI-
1bl: XxpomocomHuble HPIT, HOIT 46 XY 1 HPIT 46 XX,
KaKAast 3 KOTOPBIX COCTOUT M3 OTAEABHBIX HO30AO0-
rimgeckux ¢opm [1, 6, 8]

Y GOABIIMHCTBA MAIVEHTOB AMArHO3 CTaBAT Ha
OCHOBAaHMM IIUTOTEHETHYECKUX U OMOXMMMIYECKMX
JICCAEAOBAHMII, OAHAKO CYIIEeCTByeT I'pyIia GOAb-
HBIX, KOTOPBIM AAS BepyIKaIII II0Aa HEOOXOAUMO
IIPOBOAUTD PEBU3UIO OPIOIIHOI ITOAOCTH, OMOIICHIO
TOHAA AAS OIIpeAeAeHNs 0ObeMa U BYAA KOPPeKINI
Hapy>XHBIX ¥ BHYTPEeHHMX TIOAOBBIX OpraHoB. boaee
TOTO, Y HallMeHTOB C HeITaAbIMPYEeMbIMU AMYKaMU
AOAXHA OBITh TOYHO OIIpeAeAeHa MX AOKaAM3aLs
AASL PEIIeHNsT BOIIPOCa O AAAbHENIIIeI OPXUOIIEKCUN
A opxusxTommun. CBoeBpeMeHHasI AMarHOCTIYeC-
Kasl AQITapOCKOIINSL U IIPU HEOOXOAMMOCTH GVOTICHS
TOHAA HEOOXOAVMBI He TOABKO AAS OIpeAeAeHNs
OKOHYaTeABHOTO AMATrHO3a, HO M AASI pellleHNs BOTI-
poca O COOTBETCTBYIOIIeM BOCIHMTAHUM pebeHKa C
HeoIlpeAeAeHHOCThIO TToAa. CoBpeMeHHas TaKTHKa
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AeueHMsT TaKMX OOABHBIX HIMPOKO OOCYXKAAETCs T1e-
AMaTpaMy, AeTCKUMM XUPYpraMu, YypOAOTaMM, TTHe-
KOAOTaMI, SHAOKPMHOAOTaMH, TeHeTUKaMM, TICHXO-
Aoramu u Mmopdoaoramu. CunTaeTcs1, ITO NaleHToB
¢ HOIT 46 XY BcaeacTBre AedpeKTOB b6MOCHMHTe3a
TecTocTepoHa B BMAe Aedurura 17B-HSD, 5a-pe-
AYKTa3bl CAAYeT COIMAABHO aAalTMPOBATh B MYKC-
KOM IIOAe, HeCMOTpPsl Ha TSIKeCTb TMIIOCIIaAVM U
pasMepbl IIOAOBOrO 4YaeHa. OAHAKO y GOABHBIX C
ITOAHOV HeUyBCTBUTEABHOCTBIO K aHAPOTeHaM, AVC-
reHesuel TOHAA ¥ KapuoTuiiom XY peltieHne o IIOAO-
BOJi OpMeHTallMM IallieHTa CAeAyeT IPUHMMAaTh C
y9eTOM Pe3yAbTaTOB MOP(POAOTMYECKIX MCCACAOBA-
HMIT OMOIICUITHOTO MaTepuaaa roHaa [7, 9].

B mocaeaHMe AecATMAETSI AQTIAPOCKONNST IINPO-
KO MCITOAB3YeTCsl IIPU YTOUYHEHMN AMarHo3a y 60Ab-
HBIX C HEOIIPEAEAEHHOCTBIO ITI0AA, OAHAKO B AUTepa-
Type 06 5TOM MMEIOTCSI AUIIb eAVHUYHBIE COO0IIIe-
Hust [2, 5, 10].

ITeAnp pa6oTHI — OIIEHUTH OIBIT IIPVMEHEHNs
AaIapOCKOINMHM B AMarHOCTMIKe HapyIeHuii hopmu-
PpOBaHMsI TIOAQ Y A€TEN C TUITOCIIaAVIeN.

Martepuanbl n metofbl

B xamHmxe aAerckoit xmpyprum 3anopoxKCKOro
rOCyAapCTBEHHOI'O MEAMIIMHCKOIO yHUBepCcUTeTa
12 mamyenTaM c runocnaauet sa nepuoap ¢ 2008 mo
2014 rr. TpoBeAM CaHAIMOHHO-AMarHOCTUYEeCKYIO
AQIIapOCKOIMIO. YTAYOAEHHOE 06CAeAOBaHNEe I Adlla-
POCKOIIMIO BBIIIOAHSIAU IIPY HAAMYMM CONYTCTBYIO-
111e¥i ITaXOBOJ T'PBIXKI U BBISIBAEHUU AePUBATOB MIOA-
AepoBa IIpOTOKa B I'PBDKEBOM MeIlIKe BO BpeMs
rpblXecedeHnss — y 1 60ABHOTO; HAAMYMI A€PUBATOB
MIOAAEpOBa IPOTOKA BO BpeMsl OPXMUAOIIEKCUN —
4 MalMeHTOB C OAHOCTOPOHHUM KPUIITOPXU3MOM;
CUHApPOME HeTIaABIIMPYEMBIX sITdeK (AByCTOpPOHHEM
AbAOMMHAABHOM KPUIITOPXMU3Me) — V 4 MaleHTOoB;
3aAHel QopMe TIMITOCTIAAUN C MUKpPOIIEHNMEN — Y
3 60apHBIX. CpeAHMII BO3pacT OGOABHBIX COCTaBASIA
13,5 Mec (marmentsr oT 6 A0 21 Mmec). KamHirueckne
AQHHBIe IIPEACTABAEHHI B TaDAMITE.

O6caepoBanne manuenToB ¢ H®PIT Bxkamodaao:
1) u3ydeHme AaHHBIX aHAMHe3a, OI[eHKY Hapy>KHBIX
IIOAOBBIX OPTaHOB; 2) IUTOTeHeTIIeCKOe VICCAEAOBa-
HIMe; 3) YABTPA3BYKOBOE MICCAEAOBaHIE OPTAHOB Ma-
AOrO Ta3a, aXOBbIX 0bAaCTeli, MOIIOHKN; 4) I1CTO-
YPeTPOCKOIINIO; 5) AaITapOCKOIINIO, GMOIICHIO TOHAA
C TIOCAEAYIOIIUM MOPPOAOTUIECKIM VICCAEAOBaHU-
eM; 6) TOpMOHAABHOE OOCAEAOBAHNE C OIIPEAEAEHUEM
YPOBHsI I'OHAAOTPOIMHOB, IIOAOBBIX CTEPOMAOB B
CBIBOPOTKE KPOBU U C IIPOBEAeHMEeM AMarHOCTUYec-
KOV TIPOOBI C XOPMOHNYECKIM FOHAAOTPOIIMHOM.

AamapocKonuio MPOBOAVAU IO OOIIETIPUHATON
Meroauke. [Toa sHAOTpaxeaAbHBIM HAPKO30M B IIOAO-
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B Tabnuuya

KnuHnyeckas xapakTepucTika 60bHbIX C rMnocnagven u HapyLueHueM (hopMUpPOBaHUs nosa

Bo3pact [pepBaputenbHbIi AUarHo3 Kapuotun OKoH4aTenbHbIA ANarHo3
13 mec MoLuoHo4Has rynocnaumn, 45 X (B0 %)/46 XY (40 %) XpomocomHoe HOIT,
NEBOCTOPOHHUIA KPUMTOPXU3M CMeLLaHHas OMCreHe3uns roHap,
[MpomexxHocTHas runocnagus, H®M 46 XY, oBoTecTmkynsapHas dopma
9 mec 46 XY
JIEBOCTOPOHHSAA Naxosas rpbhxa (OT®P) Hor
o, o,
18 mec MoLuloHo4Has runocnaaus, 45 X (73 %)/47 XYY (10 %) XpomocomHoe HOM, OTd HAM
[BYXCTOPOHHWUI KPUNTOPXN3M /46 XY (17 %)
14 mec MoLloHo4YHas ernocnauMﬂ, 46 XY HO®IT 46 XY,
NPaBOCTOPOHHWUI KPUMTOPXU3M CMeLLaHHas AMCreHe3ns roHapg,
10 mec MoLloHoYHas runocnagus, Mukponenns 46 XY HOM 46 XY
6 Mec I'Ipome)KHocma;l runocnagus, 45 X (35 %)/46 XY (65 %) XpomocomHoe HODIT,
NPaBOCTOPOHHWUIA KPUMTOPXU3M CMeLLaHHas AMCreHe3ns roHag,
15 mec MouLoHouHas rynocnaum, 46 XY H®I 46 XY, gedekT 5a-pegyKrasbl
[BYXCTOPOHHWUIA KPUNTOPXN3M
21 mec MoLuoHoYHas rmnocnagusi, Mukponexuss 46 XY H®M 46 XY
MoLuoHo4YHas runocnaans, HOM 46 XY,
18 mec NPaBOCTOPOHHUIA KPUMTOPXM3M, 46 XY
CMeLLaHHas AMCreHeH3nsa roHan
NpaBOCTOPOHHSS NaxoBas rpbhka
10 mec CTBOMO-MOLLOHOYHAs rmnocnaaus, 46 XY HODM 46 XY
MWKPOMeHns
16 mec CTBOJ‘IO-MOLLICiHO‘-IHaFl runocnagus, 46 XY HPM 46 XY
[IBYCTOPOHHWI KPUMTOPXM3M
12 mec [MpomexxHocTHas runocnagus, 45 XO (25 %)/46 XY (65 %)/ XpomocomHoe HDIT,

,D,ByCTOpOHHMlZ KPpUNTOPXN3M

48 XXYY (10 %)

CMellaHHaa OUCreHeH3nsa roHag

JKEeHUM pebeHKa Ha CIIMHE C [IOMOIIIbIO UTABI Beperria,
KOTOPYIO BBOAMIAM Yepe3 IMPOKOA IOA ITYIIKOM, Ha-
KAAABIBAAM IHeBMoIlepuToHeyM 8—10 MM PT.CT.
Yepes MpOKOA MyIIKa B OPIOITHYIO IIOAOCTh BBOAVMAT
Tpoakap 5 MM, 4epe3 KOTOPbIIi yCTaHABAMBAAN OITH-
Ky 30 °. Yepes AOnOAHUTEABHBIE TpOaKapbl 3—5 MM
B IIPABOI VI A€BOI ITOAB3AOIIHONM obAaacTsx ycTaHaB-
AMBaAM MaHUIYASTOpbL. OlleHMBaAM AOKAAU3ALINIO,
COCTOsIHVIE TOHAA U VIX COCYAOB, HaAUYMe AePUBATOB
MIOAAEPOBBIX IIPOTOKOB, HaAU4YMe CTpeK-TOHaAbI,
CEeMSIBBIHOCSIIIMX IIPOTOKOB, BAQraAUIITHOI'O OTPOCT-
Ka YpPOreHUTAAbHOIO CHHYCa, COOTHOIIEeHMEe STHUX
CTPYKTYP MEXAY CODOO, ¢ IAYOOKMMM ITaxXOBBIMU
KOABIIAMM ¥ MOYEBBIM ITY3bIPEM.

PesynbTaTtbl M X 06CyXaeHue

Y 2 60ABHBIX C I'MIIOCIIAAMENE B COYETAHIN C ABYCTO-
POHHUM aOAOMMHAABHBIM KPUIITOPXM3MOM, KAPUOTH-
oM 46 XY (1 manmenT), kapmoturiom 45 X (25 %) /46 XY
(65 %) / 48 XXYY (10 %) (1 marmeHT) BO BpeMsI Aama-
pOCKOIIMN BBIIBAEHBI pyAVMeHTapHas Matka (PM) c
MaATOYHOM pr60171, IIepPEeXOASIIEN KayAaAbHO BO BAa-
TaAMIIHBIE OTPOCTOK YPOT€HWTAaABHOTO CHHYyCa, U
CTpeK-TOHAAQ, PACIOAOXeHHasl B IIMPOKON CBs3Ke
Matky. C IPOTUBOIIOAOXKHOI CTOPOHBI OKOAO IAY6O-
KOTO TIaXOBOTO KOABIIA OBIAO SIMUKO C IIPUAATKOM,
CeMSIBBIHOCSIIIVIM TIPOTOKOM, BITAAQIOIIMM BO BAAra-
AMIITHBIA OTPOCTOK YPOTE€HUTAABHOTO CUHYCA. DTUM
OOABHBIM BBIIIOAHVMAY yAAA€HVE MAaTOYHOM TPYOBI 1
CTPeK-TOHAABI IIyTeM KOATYASIIUN IMPOKON CBA3KI
MaTKM M MaTOYHOM apTepuy, OMOIICHIO SIMYKA U €ro
HM3BeAeHe ¢ opXuortekcueii 1o [leTpuBaabckomy.

Y 3 60ABHBIX C OAHOCTOPOHHUM KPUITTOPXM3MOM,
xapmotuniom 46 XY (1 mamment), kapuotumom 45 X
(60 %)/46 XY (40 %) (1 manmeHT) M KapMOTUIIOM

45 X (35 %)/46 XY (65 %) (1 mammeHT) BO BpeMs
AaIapOoCKONMN TakKe OBIAM BBIIBAeHBI PM ¢ oAHOII
MaTOYHOUI TPYOOIi U CTpeK-TOHaAd. BeIlloAHeHO yaa-
AeHIe MAaTO4YHOI TpyOBl M cTpeKk-roHaabl. PM He
yaAarsgan. I'mcrorormdeckoe mMccAeAOBaHME Y BCex
OOABHBIX U3 9TOI IPYIIIBI IIOATBEPAVIAO MOPPOAOI -
YeCKYIO CTPYKTYPY YAAA€HHBIX ITPOM3BOAHBIX MIOAAE-
POBBIX IIPOTOKOB ¥ AVICTEHE3MIO YAAA€HHOI TOHAABL.
OT® HOTT BbLsiBUAM ¥ 2 60ABHBIX. Y 1-TO ManmeH-
Ta C IIPOMEXHOCTHONM TI'MITOCITAAVENl B COYETAaHUN C
AE€BOCTOPOHHEI ITaXOBOV I'PhIXKeN, ITaAbIUPYeMbIMU
B MOIIIOHKe sSIMYKamMy 1 Kapuoturiom 46 XY Aamnapoc-
KOIIMYECK) IIPOBEAV YAaAeHUe MAaTO4HBIX Tpyd u
TOHaA C 00elrX CTOPOH, yIVBaHNe BHYTPEHHETO IIa-
X0BOTO KOAbITa MeToAOM PIRS (Percutaneous Internal
Ring Suturing), oTxpsITyIo 6uoncuio sudex. ['cro-
AOT'MYecKoe JYICCAeAOBaHNe BepUQUIIMPOBAAO TKaHN
HOPMAaABHOTO sIMYKa ¢ 00€VIX CTOPOH U BBIpa’keHHbIe
M3MeHeHMs TKaHell YAaAeHHBIX IIPMAATKOB B BMAE
OTCYTCTBYSI A PepeHITNPOBKU KOPKOBOTO U MO3TO-
BOI'O CAOS IMYHMKA. Y 2-TO [alleHTa C MOILIOHOYHOI
runocnaaneit, xapmoruniom 45 X (73 %)/47 XYY
(10 %)/46 XY (17 %) M AByCTOPOHHUM KPUIITOPXM3-
MOM BO BpeMsI AAIlapOCKOIINMI C OOeyX CTOPOH BBI-
SIBAGHBl MaTOYHble TPyObI, MAYIIMe OT TOHaA IIO
HarpasaeHuio K PM. ToHaap! ¢ 0benx cTopoH BU3y-
aABHO COOTBETCTBOBAAM OBOTECTUCY U COCTOSIAUL 3
ABYX YacCTeli, pa3sAMYAIONINXCsI IO CBOEN CTPYKTYpe.
OAHa IOAOBMHa TOHAABI ITPEACTaBA€HA OAHOPOAHOIA
CTPYKTypOIi GeArecoBaToro Iiera, BTOpas IIOAOBU-
Ha — HEOAHOPOAHOJ TKaHBIO >KEATOTO IIBeTa.
B ob6AacTy 06AUTEPYPOBAaHHBIX BHYTPEHHIX IIaXOBBIX
KOAeI] ¢ 06erX CTOPOH BHISIBAE€HBI I JICCEUEHBI CAEIIO
3aKaH4YMBaIOIIMeCs CTPYKTYpPbl, HallOMMHAIOIIINe ce-
MSIBBIHOCSIIINE TTpOTOKN. [IpOoBeA rOHaASKTOMMIO C
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oberx CTOpOH Ha YpOBHE ANMCTaABHOV TpeTM Ma-
TOYHBIX TPYy6. ['McTOAOIMIYECKOE VICCAEAOBAHYE TOHAA
ITIOATBEPAMIAO HAAMUVEe IPYMUTYBHBIX TKaHe sSrdKa
U sgHMKa. ViccedeHHble TKaHM IIPEATIOAOXUTEAD-
HBIX CeMSBBIHOCSIINX ITPOTOKOB IIPEACTABAEHBI BO-
AOKHJCTOI COEAMHUTEABHON TKaHBIO C COCYyAAMU U
¢dparmeHTaMM XMPOBOI TKAHIA

Y 1 manmeHTa c MOIIIOHOYHO TMITOCIIAANET, TIpa-
BOCTOPOHHEI IIaXOBOW TI'pbDKel, IIPaBOCTOPOHHUM
KPUIITOPXU3MOM, KapuoTuriom 46 XY mipu Aanapoc-
KOINY BBIABMAM AVICTEHETIIHYIO TOHAAY C MaTOYHO
Tpyboii cripasa. [IpoBeAu yaareHUe MAaTOYHOI TPY-
OBl ¥ TOHaABI, yIIVMBaHNe BHYTPEHHEro IIaXOBOTO
KoAbIta MeToAOM PIRS. ['mcToArorm4aeckoe rccaeaoBa-
HIIe TIOATBEPAVIAO AVICTEHE3VIO YAAAEHHO TOHAABL

Y 3 60ABHBIX € 3aAHMMU (POpMaMI I'MITOCIIAAWIA,
MUKpOIIeHMeli 1 KapuoTunom 46 XY Amarsocrmdec-
Kasl AallapOCKOIVsI He BBISBMAA AEPUBAaTOB MIOAAE-
POBBIX IIPOTOKOB.

OAMH manmeHT C MOIIOHOYHOM TIMITOCIIaAMelt,
ABYCTOPOHHMM KPUIITOPXU3MOM, KapuoTturiom 46 XY
uMeA AedeKT Sa-peAyKTassl, KOTOPBII OBIA IIOA-
TBepPKAEH CTUMYASIIVIOHHO IIPODOO¥i C XOpMOHIYIeC-
KM TOHAAOTPOIIMHOM.

BceM GOABHBIM IIOCA€ IIPOBEAEHNSI CAHAIVIOHHO-
AMaTHOCTIYECKON AaIapOCKOINN BBIIIOAHMAM KOP-
pexumio rurocnaauy. Y 8 naiymeHTOB UCIIOAb30BAAU
ABYX3TaIIHyIO MeTOAMKY Smith, y 4 — oaHO3TanHBIE
xoppexunn (Koyanagi — 1, Snodgraft — 3). B 2 cay-
JasxX OTMeYaAM obpas3oBaHNUe IIOCAEOIIePAIVIOHHBIX
KOXKHO-YpeTpPaAbHBIX CBUIIIEN, KOTOPBIEe AMKBUAMPO-
BaAl Yepe3 6 MecC IIOCAe ypeTporiaacTuku. Bee ma-
LIMeHTH 3apeTMCTPUPOBAHBl B MYy>KCKOM ITaCIIOPTHOM
noae. HabAroaeHNe Al ieHTOB IIPOBOAUAY COBMECTHO
C IeAraTpaM, SHAOKPMHOAOTaMM U TICMXOAOTaMIA.

HecmoTps Ha TO, UTO AaITapOCKONNS B IIOCACAHEE
BpeMsI IIMPOKO MCIIOAB3YeTCsI IIPY A€UeHNUN pa3AId-
HO yPOAOIMYECKON IIaTOAOT MY, ITyOAMKAIii 00 ee
VICTIOAB30BaHMM y TIAlMeHTOB C HapylleHneM ¢op-
MUpOBaHIS IIoAa HeMHoOro. [IpaBMABHBIN AMarxHos
nanmeHTaM ¢ HOIT rmossoasieT 1py HEOOXOAMMOCTH
aAeKBaTHO Ha3Ha4aTb Tepalliio ¥ IPOBOAUTH COOT-
BEeTCTBYIOIIlee II0OAOBOe BOCIIUTaHNe. Y GOABIIMHCTBA
OOABHBIX AMATHO3 CTABSIT Ha OCHOBAHIY [IUTOT€HEeTH-
YecKnX U OMOXMMMYECKMX VICCAEAOBAHUI, OAHAKO
€CTh TPyMIIa MalVeHTOB, KOTOPhIM AAS YTOYHEHMs
AVarHO3a HEOOXOAVIMO IIPOBOAMTH AUaTHOCTIYECKYTO
AQITapOCKOINIO 1 GVIOIICUIO TOHAA.,

M.M. Grumbach n F.A. Conte (1998) pasaeanan
nanyenTos ¢ HOIT na tpu rpynmnel. Ilepsas rpymma
BKAIOYaeT OOABHBIX C CMHAPOMOM AVICT€He3)M FOHAA.,
B Hee BXOAAT 60ABHBIE CO CMEIIIAHHOI 1 ITIOAHOJ AVIC-
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reHe3Vel TOHAA 1 HAAIMEeM Y-XPOMOCOMHOTO MaTe-
pmara. BoABHBIM, Hy>KAQIOIIUIMCS B PellleHN BOIIPO-
ca O TIOAOBOJI IIPMHAAAEKHOCTH, TIoKa3aHa 61omcus
roHap. [larmeHnTaM, OpMeHTHMPOBAHHBIM B MY>KCKOM
IoAe U ¢ HaAMdMeM Xopolro AuddepeHIpoBaH-
HBIX SMYEK CAEAYEeT IPOBOAUTH OPXMOIIEKCHUIO, YAa-
A€HIe CTPEeK-TOHAA U KOPPEKIUIO T'UIIOCITaAUNA.
Bropas rpynmna skatodaer nauyenTos ¢ HOIT 46 XX.
911 60ABHBIE, KaK IIPABUAO, He TPEOYIOT AAITapOCKO-
MM, ¥ AMArHo3 MM CTaBAT Ha OCHOBaHMM Aabopa-
TOPHBIX UCCAEAOBaHMIA. TpeThst rpyIia — 3T0 60AB-
Hole ¢ HOIT 46 XY. BoABIIMHCTBO HallMeHTOB 3TOM
TPYIIIBI HYXXAQIOTCSI B AAIIAPOCKOIIYECKON OpXMO-
rekcuy abAOMMHAABHBIX TECTUKYA U KOPPEKINUK
ruriocaaum [5].

Ha ceroaHs He cyIecTByeT eAMHOTO MHEHUS O
TOM, VAQASTD VIAU HE YAAQAATH AepUBAThl MIOAAEPO-
BBIX CTPYKTYP, OAHAKO OOABIIIMHCTBO aBTOPOB PeKOo-
MEHAYET YAAAeHMe AVICTeHeTUYHBIX TOHAA 13-3a BbI-
COKOJi BEpOsITHOCTU MaAUTHM3aun. Y aareaue PM u
BAAQTAAUIITHOTO OTPOCTKA yPOTeHUTAABHOTO CHMHYCa
B paHHEM BO3pacTe He IPOBOAIT M PEKOMEHAYIOT
BBIIIOAHSITh TOABKO IIpU MHpPaBe3sUKaAbHOI 0OCT-
PYKIINM, HeAep>KaHUN MOYM, PeIMAVBUPYIOIIEelt MO-
1eBoi MHGEKITUN U STUAVAUMUTAX.

Y Bcex MMalMeHTOB IPY AAIIaPOCKOIINY, VICTIOAB3Y T
onrmyeckoe yseandenve u HD-msobpaxenne, yaa-
AOCh XOPOIIIO MAEHTUDUIIMPOBATh BHYTpEeHHIE TeHN-
TaAUM, VMCIOAB3YsI 5 MM oONTHKY. ['OHapIKTOMUIIO
BBITIOAHSIAY C VICIIOAB3OBAHMEM OUTIOASIPHO ¥ MOHO-
IIOASIPHOM KOAryAsILMii 6e3 KAUIMPOBaHMS. YAa-
Arerne PM He nposoauan. OCAOXHEHMIT B ITOCAe-
OIIepallVIOHHBI Iepuoa He 6b1r0. Hamboabrnyio
aKTyaAbHOCTD AAIlapOCKOIIYecKast OYOIICUs UMeeT Y
rmanyeHToB ¢ OT® HADIT n xapuotnmiom 46 XY, xoraa
HEOOXOAUMO OITPEAEAUTH TECTUKYASIPHYIO U OBapM-
AABHYIO TKaHb C OAHOBpPEMEHHO AalapoCKomImyec-
KOV OpXMOIIeKCHEIL.
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Jlanapockonisi B giarHocTUui nopyweHb hopMyBaHHSA cTaTi
y AiTen 3 rinocnapgicto
B.{l. Bapyxosuy

3aropisbKiit Aep>KaBHII MEAVTHII yHIBepCUTeT

MeTa po60TH — OLIHUTI AOCBIA 3aCcTOCYBaHHs AallapoCKomii B AlarHocTili opytrers ¢opmysasHs ctati (ITPC) B aiTei i3
TiItocIIaAi€ro.

Marepiaan Ta MeToAN. CaHaIlilfHO-AlarHOCTMYHY AaIlapOCKOIIiIo MpoBeAn 12 martieHTaM i3 rimocmaaiero. O6cTeXXeHHs TIalli€HTIB
i3 I1®C oxomnatoparo: 1) BUBYEHHs AQHMX aHAMHe3Y, OIIIHKY 30BHIIIHIX CTaTeBUX OpraHiB; 2) IIMTOreHeTYHe AOCAIAXKEeHHS; 3) YAb-
Tpa3sBYKOBE AOCAIAXKEHHsI OpraHiB MAAOIO Tasy, MaXOBUX ALASIHOK, MOIIOHKIL; 4) IIMCTOYpeTPOCKOIIiIo; 5) AarapocKoIiito, biorcio
TOHAA 3 ITOAAABIIIIM MOPQOAOTIIHIM AOCAIAYKEHHSIM; 6) TOPMOHAABHE OOCTEXXEHH;I 3 BUSHAUeHHSIM PiBHS TOHAAOTPOIIIHIB, CTaTEBMUX
CTepOIAIB y CHPOBATIIi KPOBi Ta 3 IPOBEACHHSIM AlarHOCTMYHOI ITPOOH 3 XOPiOHIYHIMM FOHAAOTPOITIHOM. AaIapOCKOIIii0 IIPOBOAMAM B
pasi HasBHOCTI CyIIyTHBOI I1aXOBOI I'PVIKi 1 BUSBA€HHsI A€pPMBATIB MIOAAEPOBOI IPOTOKM B I'PVXKOBOMY MIIIIKY ITiA Yac BMAAAEHHS
rproKi — B 1 XBOpOro; HasIBHOCTI AepMBaTiB MIOAAEPOBOI ITPOTOKM ITiA 9ac opXiaomeKkcii — y 4 narieHTiB 3 OAHOCTOPOHHIM KPUIITOP-
Xi3MOM; CMHAPOMY HETIaABIIOBaHNUX sIEY0K (ABOCTOPOHHBOTO abAOMIHAABHOTO KPUITOPXisMy) — Y 4 TallieHTiB; 3aAHil dopmi riro-
craaii 3 mikpornenieio — y 3. CepeaHiit Bik xBopux craHoByB 13,5 Mic — Bia 6 A0 21 Mic.

PesyabTaTi Ta o6roBopenHst. XpomocomHi [1PC alarHocToBaHO y 4 XBOPMX: 3MilllaHa AVICT€He3isl TOHaA — Y 3 BUITaAKaX, OBO-
TecTuKyAsapHa dopma — B 1 antvan. T1OC 46 XY BusiBAeHO y 8 MarlieHTiB: 0BOTeCcTHKyASpHa dopma — y 1, 3MilTaHa Ancrenesis
roHaA — Yy 2, AedexT So-peayKTasu — y 1, 3aAH:I Tiltocraais pasoM i3 MikporteHicoM — y 3, 3aAH:I TiITOCIIaAisl pa3oM i3 ABOCTOPOHHIM
Kpunropxismom — y 1. IicroAoriuHe AOCAIAKeHHsT BIAAAA€HIX ITOXIAHMX MIOAA€POBMX IIPOTOK IATBEPAMAO IX AMCreHesilo. 8 rarti-
€HTaM BUKOHaAU opxiorexciio 3a ITerpuBarbcbkum. Aarapockorniuny Metoanky PIRS (Percutaneous Internal Ring Suturing) suko-
HaHO 2 XBOPMM i3 CyIIyTHBOIO ITAXOBOIO IPYDKel0. YCi MallieHTH 3apeecTpoBaHi B YOAOBiYili IIaCIIOPTHIl CTaTi.

YciM XBOpUM HiCASI IIPOBEAEHHsI CaHAIIIFIHO-AlarHOCTIYHOI AaIlapOCKOIIii BUKOHAAM KOPEeKIIifo Tinocmaaii. Y 8 nariienTis suxopuc-
TOBYBaAM ABOETAITHy MeTOAMKY Smith, y 4 xBopux — oaHoeTamnHi kopexiii (Koyanagi — 1 antiaa, Snodgraft — 3). Y 2 sumaaxax
BUSIBUAM YTBOPEHHsI IIiCAsIOIIepallifiHX HIKIpHO-YpeTpaAbHMX HOPUIIb, sKi AIKBiAyBaAM 4yepe3 6 MiC ITCASI ypeTpOIIAACTUKIA.
CriocTepesxeHHsI 3a MaIlieHTaMV TIPOBOAMAM CITIABHO 3 TIeAlaTpaMl, eHAOKPMHOAOTaMI Ta TICIXOAOTaMI.

BucHoBKH. AanapocKortist IIOBMHHA OYTH 3apaxoBaHa AO TIepeAiky 0DOB'SI3KOBIUX AOCAIAKEHSD Y IallieHTiB i3 rinocmnaaiero i mopy-
IIIeHHsIM (POPMYBaHH CTaTi. AarapocKoItiyHa 6i0IICist TOHAA y TAl[eHTiB 3 MOPYIIeHHIM POPMYBAHHS CTaTi — OAVH i3 BipOTiAHMX
METOAIB AOCAIAXKEHHsI AAsI BM3HA4YeHHsI OCTaTOYHOI'O AlarHO3y B CyMHIBHMX BMITAAKaX. MOXXAMBICTD BUKOPUCTOBYBATU OITUYHE
30iABIIIEHHS], IIPOCTOTA AOCTYILY B YepeBHY MOPOXKHIHY AQIOTh 3MOT'Y POOMTH CaHAI[iITHO-AlarHOCTMYHI MaHIIyASIIIil 3 lepeBaramMm
MaAOIHBAa3UBHIX TEXHOAOIIA.

KAaro4oBi caoBa: TopytieHHs! pOpMYBaHH:I CTaTi, TiIIOCIIAALs, AATIAPOCKOTTisT, AITH.

Laparoscopy in the diagnosis of disorders of sex development
in children with hypospadias

V.J. Barukhovych
Zaporizhzhia State Medical University

The aim — to assess the experience of laparoscopy in the diagnosis of DSD in childrens with hypospadias.

Materials and methods. Corrective and diagnostic laparoscopy were performed in 12 patients with hypospadias. Examination
of patients with DSD included: 1) the study of medical history, examination of the external genitalia; 2) cytogenetic study; 3) pelvic
abdominal, ingvinal and scrotal ultrasonography; 4) cystourethroscopy 5) laparoscopy, a gonad biopsy followed by morphological
study; 6) hormonal examination of gonadotropins, gonadal steroids in the blood serum and diagnostic tests with human chorionic
gonadotropin. Laparoscopy was performed in patients with concomitant inguinal hernia and identified Miillerian duct derivatives
in the hernial sac during herniotomy in 1 patient; the presence of Miillerian duct derivatives during orchidopexy in 4 patients with
unilateral cryptorchidism; impalpable testes syndrome (bilateral abdominal cryptorchidism) in 4 patients; proximal hypospadias
with micropenis in 3 patients. The average age of patients was13.5 months (from 6 months to 21 months).

Results and discussion. Chromosomal DSD was diagnosed in 4 patients — mixed gonadal dysgenesis (3), ovotesticular form (1).
46 XY DSD was found in 8 individuals — ovotesticular form (1), mixed gonadal dysgenesis (2), 5o-reductase defect (1), the proximal
hypospadias with micropenis (3), the proximal hypospadias with bilateral cryptorchidism (1). Histological examination of resected
Miillerian duct derivatives confirmed their dysgenesis. 8 patients underwent orhiopexy by Petrivalsky. PIRS laparoscopy technique
(Percutaneous Internal Ring Suturing) was performed in 2 patients with concomitant inguinal hernia . All patients were males.

Hypospadias correction was performed for all patients after laparoscopy. Two-step Smith method was used in 8 patients, one-step
correction —in 4 (Koyanagi — 1, Snodgraft — 3). Formation of postoperative skin-urethral fistula were observed by multidiscipli-
nary team of pediatrician, pediatric urologict, endocrinoligist and psychologist.

Conclusions. Laparoscopy should be included in the list of mandatory studies in patients with hypospadias and disorders of sex
development. Laparoscopic biopsy of the gonads in patients with disorders of sex development is one of the reliable methods of
research to establish a definitive diagnosis in ambiguous cases. Opportunity to use the optical zoom, easy access to the abdominal
cavity allows to perform corrective diagnostic manipulations with the advantages of minimally invasive technologies.

Key words: disorders of sex development, hypospadias, laparoscopy, children.

29



