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BBEJIEHUE
AKTVAJIbHOCTL NPO0JIEeMbI

[Topounoe ¢opMupoBaHue OpPraHOB PENPOAYKTUBHOMW CHUCTEMbI, HYXXIAIOIIUXCA B
XUPYPruYeCcKoil Koppekuuu, onpeaensierca Ha ypoBHe 1:100 HoBopoxaeHHbix [Paizynun A.K.
2003]. JlanHast rpynma BKIIOYAeT Psii HO30JOTHYECKUX (OpM, OOBETUHEHHBIX OIpEIEICHUEM
«HapylIeHHe TOoJIOBOW AU(PQPEepeHIUPOBKH», H3TO TpPYyMNNa MNATOJIOTMYECKHMX COCTOSHUH,
XapaKTepU3YIOIIasicsl HECOOTBETCTBHEM MEXJy OCHOBHBIMM KOMIIOHEHTaMU OHOJIOTHYECKOTO
rmoja: XpPOMOCOMHBIM, TOHagHbIM WM (enorunuueckum [Houk C.P. et all 2006r].
PacnipoctpanenHoCTh 3a00J€BaHMM, CBS3aHHBIX C HapyIIEHHEM TIOJIOBOW au(p(epeHIUpPOBKH,
ompeneneHa Ha ypoBHe 1:4500 HoBopokaeHHBIX Aereit [Brown J., Warne G 2005; Hughes LA. et
all 2006]. Ilopoku pa3BUTHs, CBSI3aHHBIE C HaApYIICHUSIMH TOJIOBOW JuddepeHupoBKH, B
OOJIBIIMHCTBE CJIy4aeB COMPOBOXKIAIOTCA TPYObIMH aHOMAIUSAMU Pa3BUTHS HAPYKHBIX H
BHYTPEHHUX TIOJIOBBIX OPraHOB, MOYEBBIBOIAIIMUX IyTEW, HapylleHHEeM OOMEHa CTepOHUIOB,
HEpeJIKO B KOMOMHALIMY C MATOJIOIMEeN pa3BUTHUS APYTUX OPTaHOB U CUCTEM.

Poxxnenue pebeHka ¢ HapymieHHUEM MMOI0BoH nuddepeHIupoBKE TpeOyeT HHIUBUIYATHBHOTO
MOAXO0Ja JUIsl ONpEAeNCHUS IOJATOCPOYHOM TaKTUKH JiedeHHs. s pelieHus JaHHOW 3aaayu
HE00XO/MMO y4yacTHE MHOXKECTBa CIELHAUCTOB Pa3jIMYHOIO MPO(UIISL: XUPYProB, YPOJIOTOB,
aH/IPOJIOTOB, TMHEKOJIOTOB, YHAOKPUHOJIOTOB, NCUXOJOIOB M MeAuaTrpoB. BepHoe cocTaBieHue
IJIaHa JICYEHUS SIBJISIETCS 3aJI0TOM BBICOKOW CTENEHM ICUXOCOLMAIBHOW aJanTaluy MalueHTOB
[Houk C.P. et all 2006].

B Hactosmee Bpems Bce OONbllee YUCIO ONEPATUBHBIX BMEIIATENBCTB B JETCKOM
XUPYPrU4ecKOr MPaKTUKE BBIMOIHIETCS IPU MOMOIIH JIAAPOCKOMUYECKUX TexHoyorui. OgHako
P BOIIPOCOB, CBA3AaHHBIX C HCIIOJIb30BAHUEM COBPEMEHHOM J1aNIapOCKONMUYECKON TEXHUKH Y IeTen
C HapylEeHUsIMU TO0J0BOM AuddepeHIMpOBKH, B HAYYHOH JUTEpaType HEJOCTATOYHO OCBEILICHBI.
VYuuTeiBas BIMSHHE YKAa3aHHOW MAaTOJIOTMM Ha PENPONYKTUBHOE 3/I0pPOBBE JIETEH, YPOBEHb HX
COLIMAJbHONW aJanTalM ¥ PHUCK pPa3BUTUS HEOIUIACTUYECKMX IPOILIECCOB, BO3HUKAET
HE00XOIMMOCTh JOPabOTKM CYIIECTBYIOIIUX IOAXOJ0B K TAaKTHKE OINEPaTUBHOIO JIEYEHUS.
O4eBHIHBIM METOJIOM YIYYIIEHHUs PE3YJIbTaTOB JIEUEHUS JAHHOM TPyl NALUEHTOB SIBIISETCS
COBEPILIECHCTBOBAHHE TAKTHKH OIEPATUBHOTO MOCOOUS U METOJIMYECKUX MOJXOJ0B MPUMEHEHUS
JAnapoCKOMUYECKOro JocTyna. Jloka3aHHBIMM MPEUMYIIECTBAMHU JIAMAPOCKONHMU  SIBIISIFOTCS
MEHBIINI TpaBMaTH3M OIepalii, pPaHHHE CPOKH BOCCTAHOBIIEHUS, JIYUIIUN KOCMETHYECKUI
3¢ GEKT U MEHBIIHH IPOLIEHT OCJIOKHEHHH B ITOCIICONIEPALlMOHHOM Tieprojie. bonbinas Bu3yanbHast

I/IH(bOpMaTI/IBHOCTB IIpyU BBIIIOJIHCHUU OICPATHBHOTO mocoous JIAIMapOCKOMNUYCCKUM OOCTYIIOM



3a4acTyI0 UMEET pelIarolee 3HaYCHHE JJIs OTPEACIICHUS TAKTUKY O0CIICIOBAHUSI U JICUCHHUS JIETEH
C JAaHHOM MAaTOJIOTHUEH.

CTteneHb pa3padtoTaHHOCTH HP00JIeMbI

[Ipu w3yyeHMH IUTEpPaTYyphl, MOCBALICHHON MpoOJieMe JTanapoCKOMMUYECKOW KOPPEKIHUU
AHOMAQJIMM PA3BUTHUS OPraHOB PENPONYKTUBHONM CHCTEMBl Yy JETEH € HApPYLICHUSMHU I10JIOBOU
nudGepeHIIMPOBKY, BBIBICHBI CYIIECTBEHHbIE OTJIMYUS B MOAXOAAaX K  OIpPEEICHHIO
XUPYPTUUECKOU TAKTUKH, MPAKTUKYEMBIX Pa3JIMYHbIMU aBTOpaMH. B 4acTHOCTH, B psle KIMHHUK
IIUPOKO HCIIOJIB3YETCS METOJMKA PAJUKAIBHBIX OINEPALMM, 3aKIIOYaromascs B YIAJICHUHU
IIOPOYHOM TOHAJAIBHOW TKaHU B COYETAHMM C JIEPUBATAMM MIOJUIEPOBBIX IPOTOKOB.
O6ocHOBaHHEM JaHHOU TAKTUKU CIIY>)KUT HEOOXOJUMOCTh UCKITFOYEHHSI BHICOKOTO PHCKA PAa3BUTHUS
Heomactruaeckux nporeccos (Denes F.T 2001; Francisco T. et all 2004r; Major T. 1995). Onnako
B COBPEMEHHBIX COOOLICHMSIX OTMEYaeTcsd yCTOMuYMBasg TEHACHLUA K IMPOBEACHUIO
OPraHoCOXpaHAIMX onepanui. J[aHHbIA MOAXOJ OCHOBAaH HAa HCIOJIb30BAHUU COBPEMEHHBIX
TEXHOJIOTHH, MO3BOJIAIOIIMX IPOBOAWUTH OIEpalMy, CBS3aHHbIE C COXPAHEHHEM OpPraHoB
penponyktuBHoM cuctembl. lllangmas meroauka XUpPYpruyeckoro JICYEHUs IAalUEHTOB C
HapylIeHHeM MoJIoBOoM MuddepeHIMPOBKYU, MO MHEHUIO aBTOPOB, MPHUBOJUT K CHI)KEHHUIO
TPAaBMATHYHOCTH OIIEPALIMH, ITOBBIIICHUIO KAYECTBA KU3HU U, B HEKOTOPBIX CIydasix, COXPaHEHUIO
¢depTunpHOCTH ManueHToB. [Ipm A3TOM  CyIIECTBEHHOrO TOBBIIIEHHUS PpPUCKA Pa3BUTHUA
3JI0Kau€CTBEHHBIX MPOLIECCOB B MOCIIEONEPAlMOHHOM neproze He otmedeHo (Esegbonaa G. 2003,
Cutner A. 2010; Crouch N.S. 2004; Klaas M.A. 2008, Farikullah J. et all 2012, John M.H. et all
2012, Wiinsch L. 2012).

BonbIIMHCTBO MpPEACTaBIEHHBIX B HAYYHOH JIMTEpaType COOOIIEHUI HOCAT ONMcaTeIbHBIN
XapakTep, yKa3blBas JIMLIb THUI HATOJIOTMU U OOBEM XUPYPrHUECKOW KOPPEKIMH aHOMAaUi
Pa3BUTHSI OPraHOB PEMPOTYKTUBHOM CUCTEMBI y JeTel ¢ HapyleHus MU popMupoBaHus noja. [lpu
3TOM 3a4acTyl0 OTCYTCTBYET J€TaJIbHOE ONMMCAHHE aHATOMHUYECKOH (POpPMBI IOPOKA Pa3BUTHS U HE
YUUTBHIBAIOTCS BO3PACTHBbIE OCOOCHHOCTH, OKa3bIBAIOIIME BIIMSHHUE HAa TEXHHUKY ONEPAaTUBHOIO
noco6usi. OcTaroTCsi HEPACKPHITBIMUA BOPOCHI XUPYPIUUECKON TAKTHKHU MPU MHTPAOTIEPALIMOHHOM
BBISIBIIGHUM TPU3HAKOB HapylmeHus (OpMUpOBaHMsS I[ojla Yy TMallMEHTOB C paHee He
JMAarHOCTUPOBAHHOM Marosioruei. He MomHOCTBIO OCBENIEHBI BOITPOCHI, CBSI3aHHBIE C IPOBEACHUEM
CUMYJIBTAaHHBIX onepanuil. HecMoTps Ha 3HAYNUTENBHBIN CPOK HCIOJIB30BAaHUS MAJOMHBA3MBHBIX
BMELIATEJIbCTB B JETCKOW XUPYPru4ecKol MpaKTHKE, HA Hall B3IVIAJ, B HAYYHOM JIUTEpaType He
yJEJIEHO JO0JDKHOTO BHUMAHUS MpobiieMe MPUMEHEHHUs JIATapOCKOIUH MPH KOPPEKIIUH aHOMAJIUI

pa3BUTHSL OPraHOB PENPOAYKTUBHOW CHUCTEMBl Yy JE€T€d C HaApYyIICHUSIMH  IOJOBOM



muddepeHpoBkr. OTCYTCTBHE COBPEMEHHBIX METOAMYECKUX PEKOMEHIAIUN IO BBINOJIHEHHIO
JIMArHOCTHYECKUX M JIeYEOHBIX JIallapOCKONMYECKHX BMELIATEIbCTB y JETeH C HapyIIEHUSMU
¢dopmupoBaHus mosa  sABigeTcs  (AKTOPOM, MPENATCTBYIOIMM  Pa3BUTHUIO  METOJOB
MaJIOVHBAa3UBHON XUPYPIMM IIPU KOPPEKLHMHM AHOMAIMM OPraHOB PENPOAYKTHUBHOM CHUCTEMBI Y
JIeTel ¢ JaHHOU MaTOJIOTHUEH.

Heo06xoauMoO OTMETHUTh, YTO OIMCAHHBIE B IEPUOAMYECKOM JIMTEpaType pe3yJbTaTbl
IIPUMEHEHHS JIAIIAPOCKOIIUU TIPU XUPYPrU4YE€CKOM JIEYEHUM IETeH C HapyLIEHUSMHU I10J0BOH
i epeHIIMPOBK MHOTMMHU aBTOpAaMH IPU3HAIOTCS  yAOBJICTBOPUTEIBHBIMH, O TOM K€
CBUJICTEIBCTBYET HAKOIUICHHBIM HAMHU OIIBIT.

Takum o00pa3oMm, CTaHOBUTCA OYEBMJIHOW HEOOXOAUMOCTb OOOOIIEHUS JaHHBIX,
IIPEICTABICHHBIX B OTEYECTBEHHOM M MHPOBOM HAy4yHOW JMTEpaType, NPOBEIEHUS aHAJIN3a
COOCTBEHHOTO OIIBITAa M Pa3padOTKH aKTyaIbHBIX METOJNYECKUX PEKOMEHIANNHN 10 MPOBEICHHIO
JUArHOCTHUYECKUX M JIYEOHBIX JIAIapOCKONMYECKUX BMEIIATEIbCTB Ha OpraHax Majioro tasa y
JeTel ¢ HapyIIEHUSIMH MTOJIOBOM H((HEepEeHITUPOBKH.

Ilean yccjaeI0BaHNA:

VYaydmieHue pe3ylbTaToB XUPYPrUYECKOro JICYEHHMS NETeH ¢ HapyLICHUSAMH I10JO0BOU
(G epeHIIMPOBKH 32 CUET COBEPUICHCTBOBAHUS TAaKTUYECKUX M METOJUYECKUX IOJXOJ0B K
XUPYPTHUECKOW KOPPEKLINHA aHOMAIMI BHYTPEHHUX OPTaHOB PENPOLYKTUBHON CUCTEMBI, C yYETOM
COBPEMEHHBIX BO3MOKHOCTEH JIAIIAPOCKONIUYECKON TEXHUKHU.

3aaa4u Mccae10BaAHNS:

1.  OmnpenenuTh COBpEMEHHbIE TEHACHLIMHM W MPUOPUTETHBIE HAINPABICHUS XUPYPTrHYECKOIO
JICYEHUs MAIUEHTOB C HapYyIIEHUSMU NOJOBOW AUPPEpPEHLIUPOBKU C YUYETOM aKTyaJbHBIX
BO3MOKHOCTEH JIANAPOCKONMNYECKON TEXHUKHU.

2. OnrtuMu3HpoBaTh TAKTUYECKUE MOAXOMABI K XUPYPrUYeCKOW KOPPEKIINA aHOMAJIMH OpPraHoOB
PENpOAYKTUBHOM CUCTEMBI Y IETEN ¢ HapylIeHUsIMU (POPMUPOBAHMS 11OJIA.

3.  Bripabortath akTyajabHble METOAMKH ITPOBEIEHUS JTAapOCKOMMYECKON KOPPEKIIMA aHOMAJIHA
OpraHOB PENPOIYKTUBHOM CUCTEMBI y IeTel ¢ HapyIICHUAMHU (OPMHUPOBAHUS MOJIA.

4.  OOocHOBaTb 3HAYMMOCTb CHMYJBTAHHON KOPPEKIMH COMYTCTBYIOIIEW M COYETAaHHOMH
MaTOJIOTUH Y MAI[UEHTOB C HAPYIIEHUSIMHU NOJI0BOU AU(HEepEeHIPOBKH.

5. OmnpenenuTs TaKTHUKY IpPU IMEPBUYHOM HWHTPAOIEPALMOHHOM BBISBICHHH XapPaKTEPHBIX
AHOMAQJIMKM PA3BUTHUS OpPraHOB PENPOAYKTUBHOM CHUCTEMBI Yy IIAlIMEHTOB C paHee HE

JMAarHOCTUPOBAHHBIMU (POpMaMU HapyLIICHUH MOJI0BOH Tu(dEepeHITMPOBKH.



HayuHasi HOBM3HA:

1. Ha oOmMpHOM KIMHUYECKOM MaTepuane H3y4eHbl BO3MOXKHOCTU COBPEMEHHOM
JIAaIIapOCKOMMYECKON AUArHOCTUKU M KOPPEKLUUU aHOMAJIUM Pa3BUTHUSL OPraHOB PENPOIYKTUBHOM
CHCTEMBI y JIeTel ¢ HapyIIeHueM (popMUpOBaHUS MOJIa.

2. OmnucaHbl COBPEMEHHbIE TAaKTHUYECKHE M METOJMYECKHE MOAXOAbl K XUPYPrUYECKOM
KOPPEKIMH DPA3IUYHBIX (OpM HapylieHHi MosoBo AuddepeHIUPOBKH C y4E€TOM aHaTOMO-
(YHKIIMOHATIBHBIX 0COOEHHOCTEH MOPOKOB.

3. IlpoBeneHo cOMOCTaBICHUE MHTPAONEPALMOHHBIX JAHHBIX O MPEANOJI0KUTEIBHON
CTPYKTYpE€ TOHAJ C pe3yiabTaTaMd MOP(OTHCTOIOTHIECKOTO M3YUCHHUS YAATsIeMON TOHATaIbHON
TKaHHU.

4.  OOoOCHOBaH CBOEBPEMEHHBI MOJXOJ K MPOBEICHHUIO CUMYIbTAHHBIX OMNEpalUid y JeTel ¢
HapymeHneM GOpMHUPOBAHUS TOJIA.

5. OmpeneneHbl TaKTUYECKUE AECUCTBUS IPU BBIIBICHUM AHOMAIMN Pa3BUTUS BHYTPEHHUX
MIOJIOBBIX OPT'aHOB B CITy4ae MEPBUYHOTO BBISBICHUS HAPYIICHHUS TIOJIOBOH (P PEepEeHIIMPOBKH.

Teopernyeckasi M NPAKTHUYECKASI 3HAYUMOCTh PA0OTHI:

1.  BblaeneHsl IPUOPUTETHBIE HAIIPABJICHUS XUPYPrUYE€CKOIO JICUEHUS AETEl ¢ HapyLIECHUSIMU
1oJ10BOH 1 (HepeHITNPOBKH, TO3BOJISIONINE BHEAPUTH WHANBHIYATbHBIA MOIXO MTPH KOPPEKITHH
AHOMAJIMM BHYTPEHHUX OPraHOB PENPOTYKTUBHON CHCTEMBI.

2. Pa3paboTaHbl TEOPETUUYECKHE OCHOBBI PALMOHAIBHOIO MOAXO0JA K OMOINCHU TOHAJAIbHOM
TKaHU U JU(HEpeHIIMPOBAHHOIO MOaX0/4a K 00beMy omepaluyd Ha OpraHax pernpoayKTUBHOMN
CUCTEMBI.

3. JleranpHO onucaHbl 0OCOOEHHOCTH COBPEMEHHBIX METOIUK IPOBEICHMUS JIalIapOCKOMUYECKON
JUArHOCTUKU M KOPPEKLHMHM aHOMaJWi pa3BUTUSA BHYTPEHHHMX IIOJIOBBIX OPraHOB y HETEH C
pa3nuyHbBIME (popMaMu HapyIIeHUH MonoBoi AuddepeHnPOBKH.

4.  JlaHbl NpaKTHYECKHE PEKOMEHIAINH 10 TAKTUKE TPOBECHUS TUAarHOCTHUYECKHUX U JIeUeOHBIX
MEPOIPUATHI IPU IEPBUYHOM OOHAPYKEHUU IPU3HAKOB HAPYIICHUS I0JI0BOU 1] PepeHupoBKH
U CUMYJIbTAHHOMY JICUEHUIO COIYTCTBYIOLIEH U COYETAHHOU TaTOJIOIUH.

MeT010J10THSI 1 METObI MCCIETOBAHNS:

[Ipn npoBeneHUM uccCieqOBaHMUS OBLJIO TPOBEACHO O3HAKOMJIEHHE C TEeKylled H
pPETPOCHEKTUBHOM  MH(OpManueil  0030pHO-aHAIMTUYECKOIO  Xapakrepa IO  BOIPOCY
XUPYPrU4eCKON KOPPEKLINN aHOMAJINI BHYTPEHHUX OPTaHOB PENPOIYKTUBHOM CUCTEMBI y IETEH €
HapymeHussMu  1oJioBoil  nuddepeniupoBku. Oco0oe BHUMaHME YIENAJIOCH  BOIPOCaM

TaKTUYECKUX TIOJXOJI0B W CIoco0aM TMPOBEACHUSI OMepaTUBHOTO Mmocoous. lMcmonb3yembiM



MCTOAOM HUCCIICAOBAHUA ABUJICA MECTOL HATYPHOI'O Ha6HIOII€HI/I$I. OnbiTHAs Tpyiiia npcacTaBjICHa
86 IHanucHTaMu. HpI/I OTOM HCIIOJb30BaAJIMCh MCTOJHMKH OIIMCAHUA HW Yy4de€Ta KIWMHHKO-
AdHAaTOMHNYCCKHX, J'Ia60paT0pHBIX U UHCTPYMCHTAJIIBHO OIIPCACIIACMBIX HSMeHeHHﬁ, PE3YIBTATOB
THCTOJIOTMYCCKOI0 U3YyUCHUS ouorncuu u YAAIACMBIX OpraHOB U TKaHel. CTaTUCTUYCCKUN aHAIIN3
IMOJIYUYCHHBIX IOAaHHBIX MPOBOAWJICA B COOTBCTCTBHU C MCETOAaMU KJIaCCHYECKOM CTaTUCTHKH,
BKJ'IIO‘laI-OI_HI/Iﬁ B ce0s aHauu3 MECpPblI CPEAHUX TeHI[eHHPIfI, KOppeJ'IHI_[I/IOHHHﬁ a”Hallu3 H
OIINCATCJIIbHBIC CTATUCTUKH.

OCcHOBHBIE 110JI0:K€HHSI, BLIHOCHMbIE HA 3AIIUTY:

1. IlpumeHeHHUE COBPEMEHHOM JIAMIAPOCKOMUYECKONM TEXHUKH OOECIeYMBAET BO3MOXKHOCTD
MIPOBEJICHUS TOJHOTO KOMIUIEKCA JUArHOCTHUYECKHUX M JICUeOHBIX MEpONPUSATUH Yy MAlMEHTOB C
pas3nuMYHBIME (opMamMH HapyleHu GOpMUPOBAHUS TTOJIA.

2. AKTyanbHblE METOJbl JANAPOCKONMYECKON KOPPEKLIMU IIOPOKOB pa3BUTHS OPraHoB
PETpOIYyKTUBHOM CHCTEMBI y JeTeil ¢ HapyleHHsMH (OPMHUPOBAaHUS I0JIa O0ECIIEYHBAIOT
YIIOBJIETBOPUTEIBHBIE PE3YIbTATHl XUPYPTUUECKOTO JICUCHHS 32 CUET MOBBIIICHUS 3 (heKTHBHOCTH
Y CHUKEHUS TPAaBMaTUYHOCTH OIE€paluu.

3. ConyrcTByOIIAs ¥ COUETAHHAS XUPYPTrUYECKasi MATOJIOTUS y AETeH C HapyLIEHUAMHU IIOJIOBOM
QG epeHIIMPOBKI MOKET OBITh YCTpaHEHA MIPOBEACHNUEM CUMYIbTAHHOM OTIEpAIIHH.

4.  IlenecooOpa3HO MOBBILIEHHE HWH()OPMHUPOBAHHOCTH Bpauel oOIIed NpPakKTUKU O TpyIIe
NaTOJIOTUH, CBSI3aHHBIX C HapylIeHUEM I0J0BOM U (EepeHIUPOBKH, OJHAKO HEOOXOIUMO
KOHLIEHTPHUPOBATh JaHHBIX ITALIMEHTOB B CIIELUATIN3UPOBAHHBIX CTAllMOHAPaX.

BHeapeHue pe3ybTaTOB B IPAKTHKY 3/IPABOOXPAHEHUSA

Pe3ynbTaThl AHCCEPTAalMOHHOTO HMCCIEAOBAaHUS BHEAPEHBI B MPAKTHUYECKYIO JEATEIIBHOCTh
xupyprudeckux otaeneHuit ['bY3 «MopozoBckas aeTrckas ropojckas KIWHUYeckas OONbHUIA
JenapramenTa 31paBooxpaneHus ropoaa Mockss», @I'BY 3 «llenTpasibHas qeTckast KIIMHUYecKas
OonmpHuIIa DeAepanbHOr0 MEAUKO-OMOJIOTMUECKOT0 areHTCTBa». Marepuanbl JucCepTaiiiu
WCTIONB3YIOTCA B yueOHOM mporecce kadenpsr aerckoirt xupyprun ®I'bOY BO «MockoBckuit
roCyJapCTBEHHBIM MEAMKO-CTOMATOJOTHuYecKuii yHuBepcutrer wumenun AWM. EBmokumoBay
MunucrepcrBa 3apaBooxpanenuss Poccuiickoii denepanu npu YTEHUU JIEKIUHA U IPOBEAECHUU
CEMHHAPCKHUX 3aHATHI CO CTYJIEHTaMH, OpIMHATOPAMU U aCIIUPAHTAMH.

CreneHb JJOCTOBEPHOCTH PE3YJIbTATOB HCCIEI0BAHUS:

B HHCCCpTaHHOHHOﬁ pa60Te TCOpHA MOCTPOCHA HAa OCHOBC U3BCCTHLIX JAHHBIX U (I)aKTaX 00
OTHUOJIOTHHM W TIATOTCHC3C BKIIIOYCHHBIX B HCCICIOBAHUC 3a6OHCBaHHﬁ, KOTOPBIC IIHUPOKO

MMpEACTABJICHLI B HaytlHOﬁ JIUTEPATYPEC MO TEME AUCCEPTALNH U CMCKHBIM CIICIHIUAJIBHOCTAM. I/I)ICSI



0asupyeTcsi Ha OOOOIICHWU MEPEIOBOTO OTEUYECTBEHHOTO W 3apyOe)KHOro OMbITa IO JICUCHUIO
MAIMEHTOB C HAPYIICHUSMH IMOJIOBOH IU(M(HEPESHIIMPOBKH, aHAIN3E WMEIOIIUXCS MPAKTUYCCKUX
HapaboTok. B pabore mpoBeneHO CpaBHEHHE pE3yJIbTATOB AaBTOPCKHUX NAHHBIX W JAHHBIX TI0
paccMarpuBacMoOil TeMaTWKe, IPEICTAaBICHHBIX B HE3aBHCUMBIX HCTOYHHMKax. [Ipu 3TOM,
WCTIOJB30BaHBl COBPEMEHHBIE METOAMKH cOopa M 00pabOTKM HCXOAHOW HWH(OpMaLUH,
MPEJICTABUTEIbHBIC BRIOOPOYHBIC COBOKYITHOCTH C KPUTEPUSMHU BBIOOpA ClydacB HAOJIOJICHUS B
COOTBETCTBHH C TIOCTABJICHHOM IIEIIBIO M 33]Ja4aMU HCCIICIOBAHUSI.

Anpooanus padoThbl:

Marepuansl auccepTaluy JOJOXKEHbI U 00CYXKIeHbI: Ha 3acemaHnu OOIMIEeCTBa IETCKHUX
xupyproB Mockssl 1 MockoBckoit o6mactu Ne550, r. MockBa 27 HosiOps 2014r; na Il Hay4yHO-
IPAKTUYECKON KOH(PEPEHIIMH ¢ MEXAYHAPOIHBIM yuacTheM «HannoHaabHBIA U MEX/yHApOIHBIH
OTIBIT OXPaHbl PENPOLYKTUBHOTO 3/10pOBbs J€TEN U MOAPOCTKOBY, I. MockBa, 26-29 anpens 2016r.

IIvOauKaALMHU 110 TeMe PadoThI;

PesynbTaThl TUCCepTalMOHHOTO MCCIEIOBAHMUS OITyOIMKOBAaHBI B 6 HAYYHBIX PabOTaxX, B TOM
yuciue 3 paboThl B KypHaiax, pekomeH1oBaHHbIX BAK npu Munucrepctse o0pa3oBaHust U HayKu
Poccuiickoit ®enepauuu a8 nyOIMKalMM — OCHOBHBIX — PE3YJbTAaTOB  JUCCEPTALMOHHBIX
UCCIIEIOBAaHUM HA COMCKaHHME YYEHOH CTENIEHH KaHAM1aTa HayK.

CreneHb JUYHOIO ydJyacrus B paﬁoTe:

JInyHOe yyacTHe coucKaTessi OCHOBaHO Ha aKTUBHOM CO/ICHCTBUM aBTOPA MPHU 00CIeJOBaHUN
U JICYEHNUHU NAIMEHTOB C HapyLIIEHUSIMHU M0JI0BOH 1u((HepeHIUPOBKY; BHEAPEHUN B KIIMHUYECKYIO
MPaKTUKY pa3padOTaHHBIX PEKOMEHJALMN; W3YYeHMM Hay4YHOM JIMTEepaTyphl, IOCBSIIEHHON
COBPEMEHHOMY COCTOSIHMIO HCCIEIYEMOr0 BOMPOCA; IPOBEIECHUU MEIUKO-CTATUCTHYECKOTO
aHaJM3a TOJIyYEHHBIX pe3yJbTaToB; O(OPMJICHHM Hay4yHBIX CTaTeid M y4acTUH B HAy4YHO-
MPAKTUYECKUX KOH(DEPEeHIUX.

O0nLeM M CTPYKTYPA AHCCEPTALNMN:

Jluccepranuss COCTOMT M3 BBEACHMS, 4 TIJIaB, BBIBOJOB, NMPAKTUYECKUX PEKOMEHIALNM,
yKaszaTensl TMEepCIeKTUBHBIX HAMpaBlICHUH JanbHemedl pa3paboTKM TeMbl JUCCEPTaLUH,
6ubnuorpaduyeckoro ykasareiast U CIHCKa cokpamieHuil. Tekct ux u3noxeH Ha 147 craHumax
MalIMHOMMCHOTO TEKCTa, WiuocTpupoBan 11 Tabmuuamu, 16 pucynkamu, 1 cxemoi. Crucok

nuteparypsl BKIro4aeT 105 HCTOUYHHUKOB, U3 HUX 47 OT€YECTBEHHBIX, 58 NHOCTPAHHBIX.



I'TABA 1
CoBpeMeHHbIE B3IJIsA/IbI HA MPO0OJIeMY NPUMEHEHUS J1aNapOCKONHUHU Y JIeTel ¢ HapyleHUsIMH
110.10B0# Ju(pPepeHUMPOBKH (0030p JUTEPATYPHI)

1.1. Onpenesnenne NOHATHS M0JIA U COCTABJISIONIAX KOMIIOHEHTOB.

[Tost - 93TO COBOKYIMHOCTh OMOJIOTMYECKUX U COIMATBHBIX OCOOCHHOCTEH, ONMPEAEISIONTNX
POJIb MHIUBUIyYMa B ceMbe 1 o01mecTBe [29]. [lon onpenensercss HA00OpOM XapaKTEPHBIX MOJOBBIX
MIPU3HAKOB, KOTOPHIC MIOIPA3yMEBAIOT HE TOJBKO PEMPOAYKTHBHBIE CBOWCTBA OpraHnu3Ma, HO U BECh
CHEKTP PACXOXKICHHUS AaHATOMHYECKHX, (DM3MOIOTHYECKHX, TCUXUYECKUX M TIOBEIECHYECCKHIX
MPU3HAKOB OcoOel maHHoro Buja. [loHsTHe moja y 4YeloBeKa BKIIOYACT OMOJIOTMYECKYIO U
MICUXOCOIMANBHYI0  cocTaBisawomue  [21].  OO0a  mpuBENEHHBIX  TOHSATUS  SIBISIFOTCS
MHOTOKOMIIOHEHTHBIMU, UX COBOKYIHOCTH oOecredyrBaeT KoM(GOPTHOE CYIIECTBOBAHUE UEIOBEKa
B 00IIIeCTBE.

buonornueckuii mon mpencraBiseT co00M COBOKYITHOCTh T€HETHUYECKUX, aHATOMHYECKHX,
(U3HONIOTHYECKUX ¥ OMOXMMHYECKUX XapaKTCPUCTHK, OTIMYAIOIIUX MYKCKOW OpraHu3M OT
AKEHCKOT0, KOTOPbIE MOTYT OLIEHUBATHCS MO OT/IEIHHOCTH HJIM B KOMIUIEKCE /IS UACHTHU(UKAIIUY.

OCHOBHBIMU KOMIIOHEHTAMH OMOJIOTHYCCKOTO T10JIa SIBIISIOTCS:

. l'eHernyeckuii Mmon — omnpeaensieTcss Ha0OPOM TIOJNOBBIX XPOMOCOM, ayTOCOM WIIH

OTACJIBbHBIMU I'€CHAMMU.

. ['oHaHBI TIOJT — ONpENENsIeTCs] CTPOEHUEM ITOJIOBBIX KEJIE3 M THUIIOM MX TNOPMOHAIBHOU
CEKpELHN.
. ComaTnueckuil 1oy — OIpeneNsieTcs] CTPOCHWEM WU CTENEeHbI0 pPa3BUTHS HApYKHBIX U

BHYTPEHHHUX ITOJIOBBIX OPTaHOB, BTOPUYHBIX TTOJOBBIX MIPH3HAKOB.

®opmMupoBaHUE MOJIOBBIX MPU3HAKOB IMMPOUCXOIUT B MPOIIECCE MOJIOBOH n((HepeHITUPOBKH,
MOCTIeIOBATENbHOTO U YHOPSAOYEHHOro Tpoliecca, OOECHeYUBAIOIIEr0 CBOEBPEMEHHOE H
MIPAaBUIBHOE PAa3BUTHE OPTraHOB PENPOIYKTUBHOM cUCTEMbl. XPOMOCOMHBIN MOJ (GOpMHUpYETCs B
MOMEHT OIUIOJIOTBOPEHHUST W OIpPENeNsseT TOHATHBIA TIOJ, KOTOPBI, B CBOK O4Yepelb,
00yCIIOBIMBAET Pa3BUTHE OMPEICIIEHHOTO TOPMOHAIHHOTO (oHA M (DEHOTUITHUECKUX MPOSBICHUH.
[TonmHoLEHHAs peanu3anys MEXaHU3MOB MOJI0BOM AudepeHInpOBKY MpeaonpeaeseT YCIEeIHY0
OMOJIOTMYECKYIO U COLMANIbHYIO aJIalTalluio yesoBeka. M3MeHeHus Ha 11000M 3Tare yKa3aHHOTO
mporiecca BO BpeMsi SMOpPHOTeHe3a MPUBOIAT K aHOMAJIbHOMY Pa3BUTHIO U JUC(YHKIIMH OPTaHOB
penpoayKTUBHOM cucteMsl [2; 11; 23; 41; 56; 73].

Ha ocHOBe mo3TamHOro pa3BUTUSI KOMIIOHEHTOB OMOJIOTHYECKOTO I10JIa TOJ] BO3/IEHCTBHEM

(bakTOpPOB OKpY’KaIOLIEH Cpeabl U KYIbTYPbI OPMUPYETCS ICUXOCOLUUAIBHBINA TIOJ UHAUBHYYMA,
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http://ru.wikipedia.org/w/index.php?title=%25d0%259c%25d1%2583%25d0%25b6%25d1%2581%25d0%25ba%25d0%25be%25d0%25b9&action=edit
http://ru.wikipedia.org/wiki/%25d0%25a5%25d1%2580%25d0%25be%25d0%25bc%25d0%25be%25d1%2581%25d0%25be%25d0%25bc%25d0%25b0

KOTOPBIA B HOPME COOTBETCTBYET ero Ouosnormyeckomy mony [6; 53; 73; 80; 93]. Onnum u3
OCHOBHBIX KOMIIOHEHTOB, ONPEIEAIONIMX IICHUXOCOLMANbHYIO aJalTaldi0 4YeJOBEeKa B
OIIpEJICJIEHHOM TI0J1€, SIBJISIETCS TeHAEPHBIM 1o, ['eHepHsbIil Mo — 3TO MOJI0Bas pojb YelloBeKa,
3aKJIIOYAIOIIAsAC] B CaMOMJICHTH(DUKALMU B MY)KCKOM HJIM JKEHCKOM II0JIe, THUIIE CEKCYaJbHOTO
MOBEJCHHS U chepe MHTUMHOTO HHTepeca [61; 92].

1.2. CBenenusi 0 HOpMaJIbLHOM M0J10BOM THPepeHIUPOBKE U €€ MATOJOTUH.

ITockonbky nonoBas 1uddepeHIupoBKa ONPEENseTcs COBOKYITHBIM PE3YyIbTaTOM ACHCTBUS
MHOXKECTBa T€HETUYECKHX, MOJEKYISAPHBIX M SHIOKPUHHBIX MEXaHWU3MOB, JJIS AMATHOCTHKU M
JIeYeHHs] KOHKPETHBIX MaTOJIOTMYECKHX COCTOSIHUH MPEACTaBISIETCS HEOOXOIUMBIM PacCMOTPETh
MEXaHU3MBbl, 00eCleYnBaONe HOPMaIbHOE (OPMHUPOBAHUE IOJOBBIX MPHU3HAKOB U YCIIOBHS,
IPUBOASIIIE K aHOMAJIbHOMY Pa3BUTUIO OPIaHOB PENPOIYKTUBHOM CUCTEMBI.

B cnyyae HOpManbHOTO TeUeHHs TOJOBOH JU(B(HEpPEHIMPOBKA KAapUOTHUI YEIOBEYECKOTO
BUJIa TIPE/ICTABIICH IBYMS BUIaMU HaO0poB XxpoMocoM: 46X X (skeHckuid mmon) miu 46 XY (MyKCKO#
noJ1). COOTBETCTBEHHO, KEHCKHIA TI0J SBJISIETCS TOMOTaMETHBIM, @ MY>KCKOH ITOJI TeTePOraMeTHBIM.

Ha nepBom stamne nonoBoil aAudQepeHIUpoBKH BapuaTUBHOE CIHUSHUE IaMET ONpenessieT
¢dbopMHpoBaHHE XPOMOCOMHOIO moja Iiofa. B nanpHeiimem mpoucxoauT (HOpMUpOBaHHE HE
i QepeHIIMPOBAHHBIX TEPBUYHBIX TOHAJ M TPEANICCTBEHHUKOB BHYTPEHHHX W HapyXHBIX
TeHUTAINH, OOMMX Ui IUIofa JF00TO Tojia, J0 TOr0 MOMEHTA IIOJ OCTAeTCS CEKCyalbHO
ounorennuaneH. C yeTBepTol HEAeNU MO KOHTPOJIEM ayTOCOMHBIX I'€HOB B IEPBUUHYIO TOHAY
HAaYMHAIOT aKTUBHO MUTPUPOBATh TOHOLUTHI [2; 22; 41; 45; 98].

Bropas cragus nonosoit audepeHunpoBku npotekaet ¢ 7 no 10 Hexento 3MOpHOHaIBHOTO
Meproia M 3aKII0YaeTCsl B pa3BUTUU HETUPPEPEHIIMPOBAHHBIX TOHA B MUK WM SIMYHUKU. B
3TOT MEPUOA TMOJ BIMSHHEM MpOAYKTOB 3kchpeccun SRY-reHa (sex-determining region Y-
chromosome) ronoOmactel HauumHaOT AuddepeHIupoBaTbcs B CIEPMATOIOHUHM, a U3
HepepeHIMPOBaHHBIX TOHAIHBIX BAaJTUKOB (OPMHUPYIOTCS TMPUMUTHBHBIE sSIMYKU. [Ipu
OTCYTCTBHUH BIIMSIHHUS TTPOJYKTOB DKCIPECCHU Y -XPOMOCOMBI TOHOOTIACTHI Au(PepeHIUPYIOTCS B
oBOroHuH. llpeAmecTBEHHUKN 3apOABIIIEBOTO0 SMUTENIHS Y MYKYMH Pa3BUBAIOTCS B KIETKH
Cepronmu win (GOJUIMKYJSpHbIE KIETKHM Yy JKEHIIMH. M3 Me3eHXUMBI, MOSBISIOMIEHCS T0A
3apOJIBIIIIEBEIM SMUTEINEM, Pa3BUBAIOTCS TECTUKYISIPHBIE MHTEPCTHUIMATIbHBIE KiIeTKH Jleianura
WU KJIETKU CTpoMmbl sindHuka theca [41; 45]. ns monHOmeHHOTO (GOPMHUPOBAHUA U
TG QepeHIIMPOBKH  OBAPHAIBHBIX CTPYKTYpP HEOOXOIMMBIM YCIOBHEM SBIISIETCS HalIU4yue
ynBoenHoro DAX-1-rena, pacnonoxxenHoro B nokyce DSS (dosage-sensitive sex reversal region

on X-chromosome), JIOKaJIU3yIOMIETOCS Ha X-XpPOMOCOME.
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[MTapannensHo ¢ pa3BUTHEM CUCTEMbI TOHAJ M MOYEBBIICIIUTEIEHOW CUCTEMBI (POPMUPYIOTCS
Me3oHeppoTHueknii (BosibOoB) M Tapame3oHeHpPOTHUECKUN (MrOUIepoB) MpoToku. O0a 3THx
MIPOTOKA OKaHYMBal0TCA B yporeHutanbHoM cunyce (YI'C), T.e. eIMHOM MOUYENOJI0BOM OTBEPCTHUH,
OTKpBIBAIOLIEMCSI HA IPOMEXKHOCTU. Pa3BUTHE IPOTOKOB, B CBOKO OYEPENb, KOHTPOJIUPYETCS
cneun(UIecKoi TEeCTHKYISIPHOW CeKpeuuei: y 3MOpHOHAa MYXKCKOTO Mojla MpPEeAIIECTBEHHUKU
kieTok CepTony MpoaylupyroT MrouiepuHruoupyrommii gakrop (MUD), KOTOpHIK BHI3BIBACT
JereHepaltio MIOJIJIEPOBa MPOTOKA, a TECTOCTEPOH, CUHTE3UPYEMbIN IIPEIIIECTBEHHUKAMH KJIETOK
Jleiinura, CTUMYJIMpPYET NanbHEWIee pa3BuTtue BoNb(oBoro mporoka. OcobeHHocThio MUD
SIBJIIETCS. PErMOHAIBHOCTh €0 BO3JCHCTBUS, 3aKJIIOYAIOLIASCSA B TOM, YTO SMOPUOHAIBHOE SUYKO
MOAABIISIET PA3BUTUE CTPYKTYP MIOJIEPOBOrO MPOTOKA TOJIBKO HAa CBOEW CTOpoHE. [8; 23; 29; 54;
98]. Ilpum oOTCyTCTBUM TECTOCTEpOHA BOJL(OBHI MPOTOKU perpeccupyroT. IIpousBogHbIMU
BOJIL(OBBIX TPOTOKOB SIBJISIOTCS TMPUIATKH SUYKA, CEMSBBIHOCSIINE IMPOTOKM M CEMEHHBIE
y3bIpbKU. V3 MIOIEPOBBIX MPOTOKOB pa3BUBAIOTCS MaTOYHbIE TPYOBl, MaTKa U BEPXHSSA 4acTb
BJIATaJIMILA.

Tperuit stan monoBoit AudGEepeHIUPOBKU OMpeAeseT 3aBeplieHre (OPMUPOBAHUS
HapyXHBIX U BHYTPEHHUX TeHUTaNMi T1uioga. [laHHBIA STam 3aBUCUT OT (PYHKIMOHAIBHOMN
AKTUBHOCTH SMOpPHOHAIBHBIX TECTUKYJI U CQOPMHPOBAHHOCTH CIEUU(UIECKOTO PEIENTOPHOTO
anmaparta MECTHBIX TKaHel. Pa3BUTHe HapyHBIX MOJIOBBIX OPraHOB M YPETPHI Yy IJIOJOB 000OMX
MIOJIOB TPOMUCXOAMT M3 OOIEro HKTOJEPMAIBHOIO 3ayaTKa: TI'eHHUTAIbHOTO OYropka, IBYX
ypeTpanbHBIX CKJIAJIOK U BaIMKOB. DOopMuUpOBaHUE T€HUTANINHN T1710/1a MYKCKOT'O 10J1a 10 BOCBMOM
HEJIeIM BHYTPUYTPOOHOTO pa3BUTHUA oOmpeAensercss Hamuuuem aurunaporecroctepona (AI'T),
MI0JIy4aeMOro U3 TECTOCTEPOHA C MOMOILBI0 pepmenTa S-anbda-penykrassl (SaRD2). [Ipu sTom u3
MI0JIOBOTO Oyropka oOpa3yeTcsi TOJIOBKA MOJIOBOT0 YIEHA Y TUIOI0B MYXKCKOTO I10J1a WK KIUTOP Y
IJIOJIOB JKEHCKOTO MOJia. YPOTeHUTANIbHBIE B3IYTHs MPEBPAIIAIOTCS B MOIIOHKY WJIM OOIBIIHNE
TI0JIOBBIE I'yObI, @ OJIOBBIE CKJIAIKU — B MaJIbl€ MIOJIOBBIE I'yObl WIIM CIIMBAIOTCA, 00pasysi My CKYIO
YpEeTpy U CTBOJI MOJOBOI0O WIEHA.

dopmupoBaHUe MOJIOBOr0 (PEeHOTHIA 3aBepIlaeTCcsi B OCHOBHOM K koHIy I Tpumecrtpa. Ha
MO3/IHUX CTAIHIX OEPEMEHHOCTH Y IUIOJIOB KEHCKOT'O MoJIa MPOUCXOAT pa3BUTHE (HOJUIUKYIIOB B
SMYHUKAX U CO3PEBAHME BIIArajiuIla, a Yy IUIOJOB MYXKCKOIO IOJIa - ONYIIEHUE SUYEeK U POCT
HapyXHbIX reHuTanuii [11; 29; 41; 73; 80; 98].

[TaTonoruyeckre COCTOSIHUS PENPOAYKTHBHOM CHCTEMBI MMEIOT psija OOLIMX NMPHU3HAKOB U
OTJIMYAIOTCSI HEKOTOPBIMH  OCOOEHHOCTSIMHM, CBA3aHHBIMH CO CTENEHbIO BOBJICUEHHUS B

MMaTOJIOTMICCKHIA mponecc €€ OTACIbHBIX OPraHOB. I'maBHBIMEI 06HII/IMI/I IMpHU3HAKaMU SABJIAKOTCA:
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HapyIIEHUE CTPOCHUS HAPYKHBIX U BHYTPEHHUX MOJOBBIX OPraHOB, HAPYIIEHHUE CPOKOB MOJIOBOTO
CO3pPEBaHU, HEPEJIKO MPOTEKAIOIee M0 reTePOCEKCYyaTbHOMY THILY, U CHUXEHHE (epTUIHLHOCTH
[28]. CnoXHOCTP M MHOTOATAITHOCThH Tpollecca IOJIOBOH Au(GEepEeHIIMPOBKA 00YCIaBIMBACT
0OJBIIOE YHCIIO MATOJOTHYECKHX IPOIECCOB, MPUBOAANIMX K aHOMAJIBHOMY (OPMHUPOBAHUIO
MOJIOBBIX MPHU3HAKOB. CTENEHb BBHIPAKEHHOCTU OT/AEJIBHOIO CUMIITOMA OMpPENEIseTCS YPOBHEM U
recTallMOHHBIM CPOKOM BO3ZCHMCTBHs Maroyiorndeckoro Qaxkropa. Yem Bbillle YpPOBEHb
(reHeTHYeCKHii, TOHAAHBIN, TOPMOHAIIBHBIN) M paHbIIIE €ro BO3CHCTBHE, TEM IIy0Ke NaTOJIOTHs U
TeM OOJIbIIIE CMEKHBIX CHCTEM BOBIIEKAIOTCS B mopaxkeHue [29; 80]

CoBpeMeHHbIE MPEJCTABICHUS TO3BOJSIOT yTBEP)KIaTh, YTO B OCHOBE IOPaXCHHI
PENpPOYKTUBHOW CHUCTEMBI JIEKHUT OJUH W3 BO3MOXXHBIX MEXAaHHU3MOB: HAJIMYHUE N€HETUYECKOIO
MOpOKa, aHOMAalusl pa3BUTUsA (PeTaTbHBIX TOHAJ, HAapyIlIEHUE LENU CHUHTEe3a WM MeTaboiu3ma
TECTOCTEPOHA, a TAK)KE NATOJIOTUSl aHAPOTrE€HOBBIX PELENTOPOB.

AHOMaNBHBI T'eHETHYECKUH TON MOXKeT (OpMHUPOBaTHCS TMPH  BCTYIUICHHH B
OTUIOOTBOPEHUE TAMEThl C U3MEHEHHBIM YUCJICHHBIM COCTaBOM IOJOBBIX XpomocoM [11; 14; 16;
24; 49]. Hanbonee TUMUYHBIM PUMEPOM SBIIIETCS MOHOCOMHS IO X XpoMocoMe, (GopMUpyroLias
kapuotun 45X0, cBoiictBennsiit cunapomy lllepemesckoro-Tepuepa (CILT), nunu noaucomus mno
MIOJIOBBIM XpOMOCOMaM, cBoiicTBeHHas cuapomy Knaitndensrepa ¢ kapuotunom 47XXY. [Ipyrum
MEXaHHU3MOM BO3HHKHOBEHHUS T€HETHYECKOTO IMOPOKa Pa3BUTHS, MPUBOAIIETO K HAPYIICHUSIM
mosioBoit U PepeHIupOBKH, SBISIETCS MATONOTHS MHUTOTHUYECKOTO PACXOXKIEHHUS TOJIOBBIX
XPOMOCOM TIOCJIE€ OIIOOTBOpPEHUs. B 3TOM cilydae BO3HHMKAaeT MO3auIU3M U3 JBYX WM Oolee
KJIOHOB KJIETOK Pa3jM4YHOro KapuoTumna. Takke MOXKET OTMEeYaTbCs COYETaHHE XPOMOCOMHOTO
MoO3aMIM3Ma ¢ abeppainusaMu MOJIOBBIX XpomocoM [41]. B pe3ynbrare paHHEro CIusiHUS KIETOK
pa3HOSHIIEBBIX SMOPHOHOB, B OJHOM OpPraHM3ME MOXKET OTMEUaThCsl COCYIIECTBOBAHUE KJIETOK C
kapuotunoM 46XX/46XY, uTO MPUBOAUT K MEPCUCTEHIIMM B OJHOM OpPraHHU3ME JIBYX THUIIOB
TOHAIATbHON TKaHU. AOeppaiuy TOJIOBBIX XPOMOCOM, MPHUBOISIIME K HAPYIICHUSM TOJIOBOM
muddepeHpoBKH, HanOOoJIee YacTo CBSA3aHbI ¢ aHoMannel Tokyca SRY Y-xpomocomsl. [enerus
reHeTHYecKoro wmatepuana Jiokyca SRY mpegomnpenensier OTCYTCTBHUE peaju3alld — €e
FEHETUYECKOTO Marepuana, 4YTO NPHUBOJUT K aIljla3ud TECTUKYJISIPHOM TKaHM NpPU HAIAYUHU
MPaBUIILHOTO XpoMocoMmHOro Habopa 46XY. Tpancmokamms yokyca SRY Ha X-xpomocomy
MPUBOJUT K PUCKY OJTHOBPEMEHHOW MEPCUCTEHIIMU B OPTaHU3ME TECTUKYJISIPHOU W OBapHAIbHON
TKaHHU.

Hapymienne konuyecTBa WM CTPYKTYpPbl TOJOBBIX ~ XPOMOCOM  COIIPOBOKIAETCS

naToJornyHoN U pepeHIMpoBKON TroHaJaIbHONM TKAaHU M OPUBOJUT K (OPMUPOBAHUIO
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cienn(uIeckoro PeHoTUIa, XapakKTEPHOTO JJI TOTO MJIM MHOTO KIMHHYECKOro cHHApoMma [3; 4;
16; 23; 57]. B cnydae Mo3aunu3Ma MaTOJOTHYHBIN KJIETOYHBIM IyJl 00ECIeYuBaeT MPOSBICHHS
nu3Mopduu. Hanpotus, myn KIETOK, UMEIOUIMX HEM3MEHEHHBIH HA00Op XpOMOCOM, 0OecTieunBaeT
HOpMaJbHOE Pa3BUTHE U (PYHKIIMOHUPOBAHHWE COOTBETCTBYIOIIMX OpraHoB M cucteMm. CTereHb
BBIPOKECHHOCTH SBJICHHN AU3MOpP(UU, KaK TPABHIO, HAXOIAUTCS B TPSIMOW 3aBUCUMOCTH OT
KOJIMYECTBEHHOI0 COOTHOIIEHUS KJIETOK C HOPMAJIbHBIM U MATOJOTMYHBIM KapHOTUIIOM. Takxe
CpeIy HacJeICTBEHHBIX NMPUYHH HApYIICHUN MOJ0BON Nud(epeHIIMPOBKHU aKTyalbHbl MyTallUuu
TE€HOB ayTOCOM U MOJIOBBIX XPOMOCOM, HE BIUSAIOIINX HEMOCPEICTBEHHO Ha PA3BUTHE TOHATAIbHON
TKaHH, HO KOJUPYIONIHX (PePMEHTHI OMOCHHTE3a TOPMOHOB U PEIETITOPHI TOPMOHOB.

['opMOHBI KOPKOBOTO BEIIECTBAa HAAMOYEUYHUKOB U TOHAJl CUHTE3UPYIOTCS OIHOTUITHBIMU
MyTAMH C HamTu4yueM psiia oomux Gpepmentos [41]. [Ipu Hannuuu nedunura ogHOro u3 GEepMEeHTOB
CTEpPOUJIOTEHE3a HapylIaeTcsl BCS MOCIEAYIOIIasl Lenb MpeoOpa3oBaHMM, TPHUBOAS K
HEJIOCTATOYHOCTH KOHEYHOI'0 TOpMOHA. BoO3HUKIIAas ropMoHalbHas HEIOCTATOYHOCTh BEHET K
MOBBIIICHUIO CEKPEIMU COOTBETCTBYIOIIETO TPOIHOTO TOPMOHA TUNO(H3a U PHIM3UHT-TOPMOHA
runoraitamyca. JlepunuT KOPTUKOCTEPOUIHBIX TOPMOHOB MPUBOAMT K YCHJICHHOW CTUMYJISIIUU
BBIPa0OTKH  ajgpeHoKkopTukoTpornHoro ropmoHa (AKTI), dYro BieueT KOMIIEHCATOPHYIO
TUTIEPIUIA3UIO KJIETOK KOPKOBOTO BEIIECTBA HAAMOYEYHUKOB, YTO, B CBOIO OU€pEb, IPUBOJUT K
M30BITOYHON CEKPEIIMH BCEX CTEPOUIOB, O0PA3YIOUIUXCS A0 YPOBHS Ae(PEKTHOTO 3BEHA, a TAKXKE B
LeMsX, He 3aBUCALINX OT 3Toro 3BeHa. Eciu nedekTHoe 3B€HO cTepouIoreHe3a He 3aTparuBaeT
nenu OMOCHHTE3a aHAPOTEHOB, TO WX H30BITOYHAS MPOIYKIHMS HAINOYEUHUKAMH MPHUBOIUT K
M3JUIIHeH BUpuiu3anuu tiofga. OJHAKO B ciiydae eclid Je(EeKT CTEepousIoreHe3a OJIOKHPYET
OMOCHHTE3 TOPMOHOB KOPKOBOT'O BEIIECTBA HAJIMOYCUHUKOB B COYETAHUU C HApYIICHUEM
OrocuHTE3a B TOHAAAX, TO BPOXKACHHAS TUCHYHKIUS KOPKOBOTO BEIIECTBA HAAMOYEYHUKOB OYyIeT
MPOTEKaTh C KJIMHUYECKOM KapTHUHOW HAANOYEYHUKOBOM HEAOCTATOYHOCTH B COYETAHUU C
nedunutToM QYHKIIMHM TOJTOBBIX xkene3. [8; 11; 56; 73; 99].

JlanpHeiiee pa3BUTHE TOJOBBIX OPTaHOB CBS3aHO C (hOPMHUPOBAHUEM OIPEIACICHHOTO
TOPMOHAJIBHOTO CTaTryca W €ro BO3JECUCTBUEM Ha TpPONHbIE TKaHM Iwiojga. CTeneHb
HEJIOCTATOYHOCTH MAaCKYJIMHU3ALMK TUIOJAa MYKCKOTO IMOJIa MPAMO MPONOPLUUOHANIbHA CTENEHU
nedunmta 3¢ PEeKTUBHOTO TOPMOHAITHHOTO BO3ACHCTBUS. [IpH 7 TOM 3HaUEHUE HMEET KaueCTBEHHAs
M KOJWMYECTBEHHAss COXPAHHOCTh ammapara aHJIpOTreHHBIX perentopoB. I[lpum orcyTcTBUHM
cHenu(puIecKoro ropMOHAIFHOTO BO3JCHCTBHS Ha TKaHU OpraHu3Ma (GOpMUPOBAHUE TCHUTAIUI
I0J]a UMeeT TeHIEHIUIo K heMunuzanuu. [5; 14; 19; 29; 42; 47; 80; 87; 94; 99]. IlybepraTHas

THIICPICTPOIrCHEMHA, CBA3aHHAsA C yCI/IJ'IeHHOI\/'I apOMaTH3aHHeﬁ HapacCTaromero KOJIUYCCTBA
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aHJIPOT€HOB MPU OTCYTCTBHH MX 3()()eKTUBHON perenuuu, ycyryosaser KapTuHy (peMuHU3aInH.
Jepuuut neicTBUs TECTOCTEpPOHA OOBIICHIET HEJJOCTATOYHOE WUJIU TMOJHOE OTCYTCTBUE Pa3BUTHS
BOJIL()OBBIX MPOTOKOB, a Jehuuut naedctBus MUD 00bsACHAET NEPCUCTEHINIO JEPUBATOB
MIOJUUIEPOBBIX IPOTOKOB y MAaLIUEHTOB ¢ KapuoTunom 46XY.

Taxke K HapylmeHUSM TOJOBOM Iu(B(GEpPEHIMPOBKH MOTYT NPUBOIUTH BO3ICHCTBUS
BHEIIHEH Cpeapl, OKa3blBalOIIME HEraTUBHOE BiIMsSHUME Ha (QopMmupoBaHHe IUIOAA Ha
SMOpUOHAIILHOM JTare, Takue Kak MH(EKIMOHHbIE U XPOHUYECKHe 3a00JieBaHUS MaTepu WU
IIPUEM JIEKAPCTBEHHBIX CpeAcTB. CyIECTBEHHYIO pOJIb MOTYT UIpaTh aHTPOIIOI'€HHBIE CPEOBbIE
(bakTOpBI, OKA3bIBAIOIIME HETaTUBHOE BIMSHUE Ha CTAOMIBHOCTh TEHOMA M IMPOIECCHI MOJOBOM
muddepennmanuu wiona [25; 29; 41].

1.3. Knaccndukanus u onpenesenue GgopM HapyleHui noJjoBoi 1udgdepeHunpoBKH.

Bosbiioe yrcno Ho3omorudeckux Gopm, pasHOOOpa3ne STHOIOTUIECKHX (DAKTOPOB, HATTMYNE
MEPEXOHBIX COCTOSHUN MEXIy pa3WYHBIMH (OpMaMH IaTOJOTHH, OOJbIIas BapHaTUBHOCTH
IIPOSIBJIEHUH B paMKax OJHOM IAaTOJIOTUH, IEPBOCTENICHHAS] POJIb MHAUBUIyaJIbHOIO MOJIX0a IIPU
OTIpeIeNICHUH ToJia U MOoA00pa TAKTUKU XUPYPTUYECKOro JIEYEHHsS OOYCIIaBIUBAET CIOXKHOCTh
cucremaruzanuu (opM HapylmieHUH T1onoBol auddepeHIUpPOBKH A CO3JaHUs  €IUHOM
KJIaCCU(UKALIUU.

Pa3paboTano 1 ncnoib3yeTcsi MHOKECTBO KJIacCU(UKALNN HHTEPCEKCYyalIbHbIX PaCCTPONCTB
[1; 29; 56; 73; 76; 96; 104]. BoNbIIUHCTBO U3 HUX OCHOBAHO, UCXOS U3 MPOOJIEM, BOSHUKAIOIINX
nepes CreluauCTaMy pa3InyHoOro Npouiis, U UCHOIb3YIOTCS MIPU PEIIEHUH 3a1a4, CTaBALIMXCS
nepes] COOTBETCTBYIOMIEH padoueil rpymmoi. B ocHOBY Takux Kiaccu(pUKaIHi MOJT0KEHO HATUYNE
MAaTOJIOTUM aHATOMMYECKON CTPYKTYphl HapyKHbIX W/WIM BHYTPEHHHUX IIOJIOBBIX OpPraHOB,
HapymeHue MOp(OJOTHYECKOT0 M IUTOJOTMYECKOI0  CTPOEHUS TOHAJ, AaHOMalbHOe
(YHKIIMOHMPOBAHUE OPTraHOB YHJOKPUHHON U PETIPOIYKTUBHONW CUCTEMBI.

OCHOBHBIM HEJJOCTATKOM OOJIBIIIMHCTBA UMEIOIIMXCS KiIacCU(UKALNUN SIBISIETCS OTCYTCTBUE
COBOKYITHOTO OTpaX€HHUs aHAaTOMO-(DYHKIIMOHAJIBbHBIX M T€HETUYECKUX OCOOEHHOCTEW MOopoKa
pa3BUTHSL, 00ECIIEUNBAIOIIETO 10CTATOYHOE Y100CTBO JIIsl IPUMEHEHHUS B IPAKTHUECKOW METUIIMHE
[4; 76; 77; 78; 79]. [Iporpecc B pacundpoBKe MOJICKYISIPHO-TEHETUYECKUX MPUYUH OOJIBIIMHCTBA
aHOMAaJIHH TTOJIOBOM TU(PEPEHITUPOBKHU CO3/1aJT MPEANOCHIIKH I IEPeCcMOTpa HOMEHKIATyphl. Ha
COBPEMEHHOM JTalle K MCIOJb30BAaHUID PEKOMEHIOBAaHA HOMEHKJIAaTypa, yrBepxkaeHHas B 2006
roay Ha MexnynapoaHoM KoHceHcyce 1o BeZIeHHI0 HHTepCeKCyalbHbIX paccTpoiicTB (Consensus
statement on management of intersex disorders), mposeneHHOM OOIIECTBOM NEIUATPHUUECKON

sHaokpuHosorun Jloycon Bunpkunca u  EBpomelickum  00IIecTBOM — IeaMaTpUUECKOi
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sapokpuHosoruu (Lawson Wilkins Pediatric Endocrine Society and European Society for Pediatric
Endocrinology) [76; 77]. Ilo pe3yapraTam mganHoro KoHceHcyca ObLIM TEPECMOTPEHBI paHee
WCIIOJIh30BABINASACS TEPMUHOJIOTHS M omnpeneneHus 3adoneBanuit (Tabdmuma 1). Taxke Obutn
chOpMYyIUPOBAHBEl OCHOBHBIC PEKOMEHJAIMM M0 BEACHUIO W XUPYPTrUYECKOW KOPPEKIUH
COOTBETCTBYIOIINX aHOMAJIUK y MAIIMEHTOB C MAaTOJOTHEH 1MoJI0BOM U (HepeHITUPOBKY.
DKCIepTHBIM 00IIECTBOM OBLJIO MPEUIOKEHO 3aMEHUTH PaHEe MCIIOJIb30BABIINECS TEPMHHBI
«repmadpoautuzm» (Hermaphroditism) u «mexmon» (Intersex) Ha «HapymeHue GopMupoBaHus
nona» (Disorders of sex development «DSDy»). B gokymeHTe yka3aHO, YTO COBpEMEHHAas
Kiaccu(uKanus JOJDKHA OTpa)kaTh T€HETUYECKYI0 OCHOBY I0JIa, OCTABIIATH BO3MOXKHOCTH JIJIS
BHECCHMS M3MCHECHMM W a00aBiieHUs Ho3onorudeckux ¢opm (Tabmuma 2). B To e Bpems oHa

JOJIDKHa OBITh ,Z[OCTynHOﬁ IIOHUMAaHUIO 1 YBa)KHTeHBHOﬁ K YCJIOBECYCCKOMY NJOCTOMHCTBY ITAIUCHTA.

Tabnuua 1. PekoMeH0BaHHbBIC H3MEHEHHSI HOMEHKIIATYPHI (B COOTBETCTBUU C PEKOMEHAALIHSIMH
Consensus statement on management of intersex disorders)

Panee ncmosib3yemMble onpeaeIeHust PexoMengoBaHHbIC K HCIIOJIL30BAHUIO
I'epmadpoautnsm (intersex) DSD
Mysxckon

yKCKOH nicesaorepmadpoautusm, CUHIAPOM 46XY DSD
HEITOJTHON MacCKYJIHHH3AITUH/BUpHIH3aIiiy 46 XY
Keunckuit ncesnorepmadpoautuzmM, CHHIAPOM

i icesiorepMadpor » Curip 46XX DSD

JKEHCKOW BUPHIIM3AINH /MacKynrHA3annu 46 XX
HctunHbII repMa@poauTu3M OsorectukyinsipHas ¢popma DSD
XX myxckoi noa win XX peBepcus nojia 46XX Tectukynspaoe DSD
XY peBepcust nona 46XY nosHast IUCreHe3ust roOHa I

Tabmuna 2. Knaccudukauus HapymeHuil mnonoBoil nuddepeHIupoBKH (B COOTBETCTBUH C
pexomennanusaMu Consensus statement on management of intersex disorders)

AHOMAJIMH MOJIOBBIX 46XY DSD 46XX DSD
XpoMOCoOM

Hapymenne TOHAJHOTO

(TECTUKYIAPHOTO) pa3BUTHS: Hapyuienune TOHAIHOT O

1) monHas aucrenesus roHas (CUHHIPOM | (OBapHaIbHOTO) Pa3BUTHS:
45X0 (cungpom Tepuepa u ) N ,H crenesns roka (cunapom | (osap oro) pas .
BapUAHTBI) Cgaiiepa); 1) oBotectuxymsipHoe DSD;

2) yacTU4HAas JUCTEHE3MS TOHA; 2) tectuxyisipaoe DSD;

3) ToHamanIbHAS perpeccus; 3) aucrenes3us roHa.

4) OBorectukynsipuoe DSD.
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Tabmuma 2. Knaccudukanus HapymieHHd mojaoBod aud@epeHIpoBKH (B COOTBETCTBHH C
pexomenaanusimu Consensus statement on management of intersex disorders)

Hapymenunsi cuHTe3a aHAPOTEHOB HIIH
UX BO3ACHCTBUS:

1) nedexr OuocHHTE3a aHAPOTCHOB
(mepuuut 17-rugpokcucTepons
IeruaporeHassl, aepurmr  SoRD2,
mytamusi  StAR —  perynsatopHsiii | UI30BITOK aHIPOTEHOB:
MPOTEUH CTEPOUOTCHE3a); 1) ¢eranpupii (aeguuut 21-
2) nedeKkT BO3MCHCTBHS aHIPOTEHOB | THApPOKCHIa3bl, medumur 11-
(cMHAPOM  TOJTHOW W HETOJHOW | THIPOKCHIIA3h);

47XXY HEYYBCTBUTEIBHOCTHU K aHAPOTEHaM); 2) (eToruIanieHTapHBIN
3)nedexTs peuenTtopoB | (IepuuuT apomMarassl, 1eQUINAT
JOTEUHU3UPYIOLIETO ropmoHa | P450 okcunopenykrasbl);
(rumoriazus WM aruiasusi  KJIETOK | 3)  MaTepuHCKuM  (J1roTeoMma,
Jletigura); 9K30TCHHBII H30BITOK).

4)  HapylleHusT ~ CHHT€3a  AHTH-
MIOJIJIEPOBa TOPMOHA M peLieNINY aHTH-

MIOJUIEPOBA MPOTOKA (cunapom
IIEPCUCTUPYIOIIUX MIOJUIEPOBBIX
MTPOTOKOB).
OKCTpodusi KJIOaKH, aTpe3us
BJIarajuiia, CHUHIPOM
45X0/46XY (cmemanHas Poxuranckoro-Krocrepa-
JIUCTEHE3Us TOHAI, Xay3epa.
oBoTecTuKyisipHoe DSD) AHoMmanuun MIOYEK,
MiroJepoBbIX HIPOTOKOB,

JIpyrue CUHAPOMBI

46XX/46XY (xumepusm,
oBoTecTuKyisipHoe DSD)

JIOCTOMHCTBaMU ~ YTBEP)KACHHOW  Kilaccu(UKaumu  sBISETCS €€ CTPYKTypHas
MOCJIEI0BATEIBHOCTD, YUET T€HETUYECKON IEeTePMUHAHThI B (POPMUPOBAHUY I10JIa U BOZMOXKHOCTh
JIOTIONIHEHUSI 3@ CYeT BKJIIOYEHUS HH(OpPMAlMM O HOBBIX MaTOJIOIMYECKUX COCTOSHUSX,
npusBoganmMx Kk DSD. Oxgnako 31eck HE KOHKPETU3UPYIOTCSI aHATOMUYECKHE BAPUAHTBI YKa3aHHBIX
¢dopm anHomanuu. [ToaToMy pH MOMBITKE MPAKTUYECKOTO UCIIOIB30BaHMS JaHHOW KIacCU(pUKAIIIN
B KJIMHHYECKOH paboTe 4YacTh aBTOPOB OTMEYAaeT BO3HUKAIOIIME TPYIHOCTH, CBS3aHHBIE C
OTCYTCTBHEM HH(OpPMAIMN O HO30JIOrHUecKoi (opMe 3a00sIeBaHUS U CTPYKTYpEe BHYTPEHHUX U
HapY>KHBIX TOJIOBBIX OpraHoB [4; 5; 25; 78; 79]. Takoe nonoxxeHue Jen 3aTpyIHSAET pa3padoTKy
aITOpUTMA JIEYEHUs TMAIMEHTOB C HapyIIEHWEM TOJ0BOH U (EepeHIIMPOBKH, ONpeaeeHIe
WHIUBUAYAIBHON XUPYPTUUYECKOM TaKTHKHU U IMPOrHO3a 3a00IeBaHMsL.

Jna ynoOcTBa MPaKTUYECKOTO TPUMEHEHHs KiacCU(pUKalKsg aHOMAalIMil  IOJIOBOM

g depeHIIMPOBKHU T0JIKHA OBITH OCHOBaHA Ha HO30JI0THYECKHUX opMax 3a00JIeBaHMi U OTpaxarh
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JaHHBIC O KJII/IHI/IKO-MOp(l)OJIOFI/ILIeCKI/IX OCO6CHHOCTHX IMOPOKa pa3BUTHA IMOJIOBBIX OPraHOB, TO €CTh
YUUTHIBaTh OCOOCHHOCTH CTPOCHHUS M CTEICHb Pa3BUTUs HAPYXHBIX W BHYTPEHHHX IOJOBBIX
OpraHoOB, COACPHKATH IAHHBIE THCTOJIOTUYECKOTO 00CIIeIOBaHNUs TOHAIAIbHOW TKaH!, KapuoTu [ 6;
33;26; 70; 72; 73].

1.4. Kparkoe wu3/10:KeHHe OCHOB mAaTOreHe3a 3a00JieBaHWil, BKJIKYEHHbIX B
uccjae0BaHme.

B pamkax mpejicTaBieHHOW IHCCEPTAIMOHHONW pabOTHl MPEACTABISICTCS HEOOXOIUMBIM
paccMoTpeth 3aboneBanHus, TpeOyromme mnpoBeneHus IUGGEepeHINATLHON TUATHOCTHKU U
KOppECKIUn aHoMaini BHYTPCHHUX OpraHoB perOILYKTI/IBHOI\/JI CUCTEMBbI C BO3MOXHBIM
WCIIOJIb30BAHUEM JIAIAPOCKOTTMYECKON TEXHUKH.

CuHIpOM aroHaju3zMa — TpyI1Iia maToJIOTHYCCKUX COCTOHHHﬁ, XAPAKTCPUIYIOIIAACA IMOJIHBIM

OTCYTCTBHEM C(OPMHUPOBAHHON roHaIaIbHOM TKaHu. Hanboee pacpocTpaHeHHBIMU IPHYUHAMHA
OTCYTCTBHUSI TOHA/JT IBJISIIOTCS aIula3usi TOHalalbHON TKaHU UM CUHJPOM TECTUKYJISIPHOIO perpecca.

Yucmas azenesus 20Hao - XapaKTepU3yeTcs IBYCTOPOHHUM OTCYTCTBHEM 3aKJIAJKU ITOJIOBBIX
xene3. Kapruotun naHHOW Tpynmbl MallMEHTOB MOXET coiepxaTh XY min XX Habop MOJIOBBIX
XpoMocoM. B OTCYTCTBHMU XpOMOCOMHBIX aHOMAaJUi Mpu3HaKoB Au3Mopduu Het. Ha mecTte ronan
OIIPEAEIISAIOTCSA COEIMHUTEIIbHOTKAHHBIE TSKH, HE COAepKAIlle TePMUHOTEHHBIX TKaHe. Arutasus
reHepaTUBHOM YacTH TOHAJ MPUBOAUT K OJHOMY OTCYTCTBHIO COOTBETCTBYIOIIEH TOPMOHAILHOM
CEeKpELUH, UTO, B CBOIO OUEPE/Ib, ONIPEIEIIIeT Pa3BUTHE IJI0/a C )KeHCKUM (heHOoTHUIOM. [TpH naHHOM
[IATOJIOTUM YCTAaHOBUTb THCTOJOTMYECKHM IO TOHAAbl HE IPEACTABISAETCS BO3MOXKHBIM.
MiosuiepoBbl KaHalbllbl HE TOJBEPraroTcsi perpeccuu. B mybepraTHOM mepuonie Mo TeM XKe
MPUYMHAM HE TTPOUCXOIUT PA3BUTHSI BTOPHUYHBIX MOJOBBIX MpU3HaKoB. [11; 20; 29; 32; 56; 59; 73;
80; 98].

Cunopom mecmukynsipHo2o pezpecca — IpyIa MalueHToB ¢ KapuoTunom 46XY, oJJHaKoO HE
WCKJIIOYEH BapHaHT IeHHOM Myrauuu. Ilpu naHHOM MaTolorMu TECTHKYJbl OTCYTCTBYIOT, HO
MMEIOTCS HECOMHEHHbIE MPU3HAKU (DYHKIIMOHUPOBAHUS 3TUX KeJie3 BO BHYTPUYTPOOHOM MEPHOJIE,
3aKJIIOYaoIuecs: B 0053aTelNbHON perpeccur MIOJJIEPOBBIX MPOTOKOB. KIIMHUMYECKH CHHIPOM
IIPOSABIIAETCS O-Pa3HOMY: OT IOJIHOIO OTCYTCTBHUS IPU3HAKOB BUPHJIM3ALMK HAPYKHBIX MOJIOBBIX
OpraHoB /10 (OPMHPOBAHUSI HOPMAIBHOTO MYKCKOTo (heHoTuna. Takne OOJbHBIE OTIIMYAOTCS OT
mun ¢ 46XY-hopmoit 4MCTON AMCreHe3uH TOHaJA TeM, YTO Yy HUX HEe yJaeTcs OOHapyKUThb HU
TOHA/IATIbHBIX TSKEW, HU TPOU3BOAHBIX MIOJUIEPOBBIX MPOTOKOB [7; 12; 15; 34; 59; 73; 96].

Jucrene3us roHag — rpymia 38.60J'ICB8.HI/II71, XapaKTCPUIYIOIIAACA IMOPOYHBIM PAa3BUTUCM

(nucreHe3oM) TOHAJANBHOM TKaHMU B  AIMOpUOHaIbHOM  mepuoje. Hammume crnabo
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¢ hepeHIIMPOBAHHBIX KJICTOYHBIX KIIOHOB IIPUBOANT K 3HAYUMOMY CHIDKEHUIO ()yHKITHOHATHHBIX
BO3MOYKHOCTEH JMCT€HETUYHBIX TOHAJ W TOBBILIEHUIO pHUCKAa ManurHuzauuu. CreneHpb
COXPAHHOCTH (PYHKUIHMOHAJIbHON aKTHUBHOCTU MAaTOJIOTMYHOM TOHAJANIbHON TKaHU OMIpENeseT
ypOBEHb BUpHIM3anuu opranusma. [8; 11; 14; 19; 21; 29; 39; 49; 56; 65; 73; 80; 93; 98; 102; 105].

Cunopom  Llepewesckozo-Tepnepa (CILUT). OcoOGeHHOCTH KIMHUYECKOW KApTHUHBI
3a00J1€BaHUs  ONPEACISAIOTCS TIEPCUCTCHIIMEH KJIETOYHOTO KioHa ¢ Kapuoturnom 45X0.
PacnpocTpaneHHOe MO3aM4HOE COYETaHHWE IyJa KIETOK ¢ KapuotunoMm 45X0 ¢ mMarepuaiom,
COZepKallMM HWHBIE T'EHETUYECKHE KJIETOYHBIE KIIOHBI, OOYCIaBIMBAaeT BAapUATUBHOCTH
KIMHAYECKUX TMposiBIeHUH. CTeneHb BBIPAKEHHOCTH TPHU3HAKOB au3Mopduu obOycimoBieHa
KOJINYECTBEHHBIM COOTHOILIEHMEM HOPMAJIbHBIX M MATOJIOTMYECKUX KIOHOB [3; 25; 27; 29; 57; 70;
80; 93].

Tunmunas ¢opma cunapoma lllepemeBckoro-TepHepa — 3TO TEPBUYHO TeHETHYECKAs
aHOMaJIMsl, XapaKTepu3ymllascs MoHocomHuell mo X-xpomocome 0Oe€3 SIBJICHHH Mo3aulu3Ma U
CONPOBOXKAaeMass CUMMETPUYHON areHe3uel TOHATAIbHOW TKaHW, HA MECTE€ KOTOPOU BBIABIISIOT
COEIMHUTEJIbHOTKaHHbIE TSHKH. POPMUPOBAHUE PEITPOIYKTUBHOU CUCTEMBI ONPEEIAETCS OTHBIM
OTCYTCTBHEM 3aKJIAJIKU TOJIOBBIX >KENe3 M, COOTBETCTBEHHO, MX (DYHKIUU B SMOPUOHAIBHOM U
MOCIEAYIOLUX Nepruoiax. BenencTBue Hanuuus XpoMOCOMHON aHOMAJIMK UMEIOTCS XapaKTEpHbIE
npusHaku nusmopduu [11; 29; 73; 80; 98]. HeobxoamumMo OTMETUTE, YTO HEPEAKHU CIIy4au MECTHOTO
MO3auIU3Ma, MPUBOMAAIIME K Pa3BUTHIO TUCTEHETUYHOTO KJIOHA KIETOK, YTO OOyCIaBIMBAET
HE00XO0IMMOCTh PACCMOTPEHUS JaHHOW MATOJIOTHH KaK JUCTEHE3UI0 TOHA].

®emunuzupytomas gopma cuniapoma lllepemesckoro-TepHepa ompenensiercs B ciydae
MO3auIM3Ma, IPU KOTOPOM KJIeTOUHBIN Iy ¢ 45X 0 HabopoM XpOMOCOM MPECTABIIEH B COUETaHUU
C KJIOHOM, cojepkamuM 46X X Habop XxpoMocoM, obecrieunBaronii TudhepeHIMpoBKY MOJI0BOM
3aKJIaJKi B SIMYHUK, YTO OOYCNABIMBAET PAa3BUTHE IOJIOBBIX OPTraHOB IO XEHCKOMY Tuiy. B
HEKOTOPBIX Cly4asX HpU JaHHOW (opMe MaTOJOTUU BO3MOXKHO COXpPAaHEHHE PEenpOaAyKTUBHOM
(GYHKIIUM W/WIM BOBHUKHOBEHHUE CIIOHTAaHHOTO myoepTaTa. JlaHHbIE MPOSBIECHUS PEAKO SBISIOTCS
MOJTHOLIEHHBIMU U HE HOCST ANUTENbHBIN xapakrep [14; 29; 73; 80].

Mackynunusupyromas ¢hopma cunapoma IlllepemeBckoro-TepHepa omnpenensiercst B cirydae
OJTHOBPEMEHHOW TEPCUCTEHIIMU KJeToyHOoro myna ¢ 45X0 HabopoM XpOMOCOM U KIJIETOYHBIX
KJIOHOB, Hecymux Y-xpomMocoMmy. KioH Kietok, comepxkanui Y-XpOMOCOMY, OIpEIENseT
pa3BUTHUE TECTUKYISPHOM TKaHU, TOT/1a KaK KJIOH ¢ KapuoTunomM 45X0, Kak U B OCTAJIbHBIX CITy4dasx
CILT, onpenensieT pa3BUTHE XapaKTEPHBIX MpU3HAKOB Au3Mopduu. [Ipn mozannmszme 46XY/45X0

KIIMHUYCCKHUE TIPOABIICHHUA }IaHHOﬁ MMaToJorun MoOryrt COOTBETCTBOBATH CMEIIIaHHOM (bopMe
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nucrene3uu ronan [11]. Takum o6pa3oM, y 1aHHOM rpynibl HALIMEHTOB OTMEYAETCS IEPCUCTEHITUS
JUCTOMUPOBAHHOMN JUCTEHETUYHON TECTUKYISIPHONU TKAaHHU, B COYETAHUU C HANUYUEM (puOPO3HBIX
cTpekoB. HapyHble TeHHUTalIMU MPU 3TOM MOTYT OBITH JIOCTATOYHO AaHIPOr€HU3UPOBAHBI, a
JIEpUBAThl MIOJUIEPOBBIX IMPOTOKOB B 3HAYUTEIBHOM CTENEHM IOJBEPraloTCs perpeccy.
BeposiTHOCTh EpCUCTEHIMN AUCTONMPOBAHHONW TECTUKYIISIPHON TKaHHW CO3JAET Yyrpo3y pa3BUTHUS
HEOIUIaCTUYECKUX MPOIECCOB B maTosiornuHoi ronazae [11; 14; 29; 49; 73; 80].

"Quemasn" ¢opma ouceenezuu 20Had — TATOJIOTHYECKOE COCTOSHUE, XapaKTePU3YIOIIEECs
paHHEH OCTaHOBKOH ASMOPHOHAIBHOTO pPAa3BUTHUA TOHANAIBHOM TKaHU TPH OTCYTCTBUHU
XPOMOCOMHBIX aHOMaiui. OCHOBHBIM MAaTOI€HETUYECKUM 3BEHOM CUHUTAETCS 3HAYUTEIIbHOE
CHIDKeHHE (YHKIIMOHAJIBbHOW AKTUBHOCTH TEPBUYHO HEMOJIHOLEHHBIX KJIETOK MaTOJOTHYHBIX
roHaJ B SMOpHOHAIBHOM U mocienyromem nepuoaax [8; 11; 19; 29; 80; 98].

Uucrasg nucreHesus SUYHUKOB (OBapualbHas AWCTEHE3Usl) — BCTpPEUYaeTcsi B TpYyIIe
nanueHToB ¢ kapuotunoM 46XX. ['oHaabl NpeAcTaBIeHbl CTPOMAIBHON TKaHBIO C BKIIIOUEHUSIMU
oBapuajbHOW TKaHW. [IpUUMHON MaTONOTMU CUUTAETCAd TUOENb MEPBUYHBIX IIOJOBBIX KIIETOK
(ronouurtoB). Hapyxusie mnonoBsle opranbl (HIIO) cdopmupoBanbl MO >KEHCKOMY THIY.
Buytpennue mnonoBeie opranel (BIIO) mpeacraBneHbl gepuBaTaMyu MIOJIJIEPOBBIX IPOTOKOB,
nHpaHTUIbHEL. CTEeTeHb Pa3BUTHs BTOPHYHBIX MOJOBLIX mpu3HakoB (BIIIT) naxoautcs B mpsimMoit
3aBUCHUMOCTH OT CTENEHU COXPAHHOCTH SHAOKPUHHOW (PYHKIMM SIMYHUKOB, KOTOpbIE Yalle
SBJISIFOTCS TITyOOKO TUCTEHETUYHBIMU. PUCK pa3BUTHS HEOIIACTUYECKHUX MPOLIECCOB OTHOCUTEIBHO
HEBEJIUK B CBSI3U C OTCYTCTBUEM HU3KOAU(D(hEepeHIMPOBAaHHBIX TECTUKYIISPHBIX KIeToK. [11; 29; 80;
98].

Uucrasa qucrenesus simuek (Swyer syndrome) — rpymmna MaiueHToB ¢ MyKCKUM KapUOTUIIOM
46XY. ITopok pa3BUTHUS CBSA3aHHBIN C MOBPEXKIEHUEM T'€HOB, OTBETCTBEHHBIX 3a JETEPMHUHALUIO
audyek. KiuHuueckue mposiBiAeHUs OOYCIOBIEHb JePUIUTOM (YHKIIMOHAIBHO aKTHUBHOM
TECTUKYJIApHOW TKaHU. HapykHble MOJIOBBIE OpraHbl HOCAT 4YEPThl JBOWCTBEHHOIO CTPOEHUS,
3a4acTyl0 MPUOJMKEHHOTO K KEHCKOMY THIy. MaTka MU MaTO4yHble TPYObl 3a4acTyi0 HMEIOT
BBICOKYIO CTETIEHb pa3BUTHA. B mybepTaTHOM nepuojie MOryT OTMEUaThCs MPU3HAKH BUPUIIU3ALINY.
[lepcucTeHnust JAUCTEHETHYHBIX TECTHKYJSIPHBIX KJIETOK OOYCIaBIMBAE€T BBICOKHH PHCK
MaJINTHHU3AIMH [TaTOJIOTHIHOM roHagansHou Tkanu [8; 11; 14; 17; 23; 29; 49; 50, 54; 73; 80; 80;
98].

Cmewannas gpopma ouceenezuu 2onao (Mixed gonadal dysgenesis «MGD») (TecTukymnspHas,
acCUMETpUYHAasl JIUCTe€HEe3Usi) — TEeHETHYECKH OOyCIOBIIEHHOE 3a0o0JieBaHHE, CBS3aHHOE CO

CTPYKTYPHBIMHU H KOJMYCCTBCHHBIMU AaHOMAJIMAMU Y-XpOMOCOMI)I. XapaKTepHI)IM IMPHU3HAKOM
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SBJIETCS aCCUMETPUYHOE pa3BuUTHE TECTUKYJIIPHON TKaHH, coJieprkaniei
Hu3Kkoau(GepeHMpOBaHHBIN KJIOH TOHAJalbHBIX KJIETOK. J[aHHOEe moyiokeHue oOycIaBlIMBaeT
COOTBETCTBYIOLIYIO aCUMMETPHIO PE30pOLIMH JEpPUBATOB MIOJIEPOBBIX IPOTOKOB U BBICOKUI PUCK
pa3BUTHs HEOIUTACTHYECKUX MporeccoB. Hammune CHMKEHHOTO KOJIM4YecTBAa (PYHKIMOHAIHHO
3HAYUMOM 3pEION TECTUKYJSPHON TKAaHU ONPENEIISeT BapUaTUBHOCTh CTENEHU MACKYJIMHU3ALUU
HapYy>KHBIX TIOJIOBBIX OPTaHOB M BHpUJIM3AIMIO B TyOepTaTHOM Tiepuoe [8; 11; 14 17; 26; 29; 49;
51; 54; 73; 80; 80; 98].

Osomecmuxynapnas — ¢opma  HapyweHus noaogou  ouppepenyuposxu  (ACTUHHBINA
repmadporutusm) «OT-DSD» — 310 ¢dopma aucreHe3mn TroOHAZI, MPH KOTOPOHM 3aKiIagKa
rOHa/lalbHON TKaHU Iu((epeHIUpyeTcss OAHOBPEMEHHO B TECTUKYJISIPHOM U B OBapHaJIbHOM
HanpasieHusix. [lpu kapuoTunupoBaHum daimie oOHapyxuBaeTcsi reHoTun 46XY, 46XX wumu
46XY/46XX, TakKke BO3MOXHBI JIpyTH€ BapHaHTHl TeHHBIX aHOManuid. [Ipu maHHON maronoruu
BCTPEYAIOTCS Pa3IMYHbIEC BAPUAHTHI B3AUMHOT'O PACTIONOKEHHS KEHCKUX U MY>KCKUX TOHAIaJIbHBIX
CTPYKTYp: OBapUaIbHOM, TECTUKYJIAPHON TKaHEM, OBOTECTHCA U COCAMHUTEILHOTKAHHOTO CTPEKA.
OBoTecTuKy/sipHas TOHAJalbHas] TKaHb MMEET IIOBBIIIEHHBIE PHUCKM K MaJUTHU3ALMU.
@OyHKIMOHAIbHBIE BO3MOKHOCTU T'OHA/l IPU UCTHHHOM repMadpoUTU3Me CHUKEHbI, 0COOCHHO B
ciydae oBorectuc [29]. B sMOpHOHaIbHOM NEpuo/ie TECTHKYJSpHas YacThb CMEIIAHHBIX T'OHAJ
MPOSBIISIET 3HAUUTEIbHYIO aHIPOT€HHYIO0 aKTUBHOCTb, YTO IPUBOJUT K JABOWCTBEHHOMY CTPOEHHIO
noJioBoil cucteMbl. B myOepraTHOM mnepuose oTMmeuaercs (YHKIHMOHAJIbHOE IpeobiasaHue
OBapUaJbHON TKaHU, YTO NPUBOAUT K Pa3BUTHUIO BTOPUYHBIX IOJOBBIX IPU3HAKOB I10 KEHCKOMY
TUITY U MOKET 00ecreunTh BO3HUKHOBEHHUE CIIOHTAaHHOW MeHCTpyainbHOU QyHKkimu [14; 19; 29; 31;
36; 63; 86; 88; 95].

Cunopom Jle nsa Lllanennsa (Cunnpom XX-male) - 1151 A7aHHOM rPpyNIIbI HAIUEHTOB XapaKTEPHO
Hanuuue kapuotuna 46XX, Mpu 3TOM 3a4acTyrO ONpenessatoT TpaHciaokanuio SRY yuactka Ha X-
XpOMOCOMY WJIM ayTocoMy. B OoibIIMHCTBE Cly4yaeB y MallMEHTOB JAHHOM TPYIIbI OTMEYaeTcs
MY’KCKOW THUIl CTPOCHHS F€HUTAINUN, OJHAKO MOXET OTMEeYaTbCsl TMIOCHAAus WM MUKpPOIECHHS,
KPUNTOPXHU3M WM TUIOMJIA3Usl TECTUKYJ, YacTO HAOJIIOJIaeTCs TMHEKOMAacTUs U a300CHepMus,
MIOJIOBOM WJIEH HOPMAJBbHBIX JIMOO YMEHBIIEHHBIX pa3MepoB. CTpoeHHEe BHYTPEHHHUX IOJIOBBIX
OpPraHOB COOTBETCTBYIOT MYXCKOMY Moiy. B myOepraTHOM nepuope OTMEYaeTcs CHMIITOMBI
MapIyaIbHON HETOCTATOYHOCTH TecTocTepoHa. Takue mamueHTsl nHpeptunsuel [11; 27; 73; 80;
98].

Baeronajanbie d)ODMBI HapVIICHUS  IIOJIOBOM I[I/Id)d)eDeHHI/IDOBKI/I — JTO TIpynia

IaTOJIOTUNYCCKUX COCTOHHHﬁ, IIprU KOTOPBIX TOHAJAJIbHAad TKAaHb HWMECT BBICOKYIO CTCIICHD
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(G QPepeHIIMPOBKH M yIOBIETBOPHUTEIbHYIO  (DYHKIIMOHAIBHYIO  aKTUBHOCTb.  SIBieHUS
AHOMAaJIbHOTO Pa3BUTHSI COMAaTHYECKOrOo TMOja CBS3aHbl C MATOJOTHEH CcHeruguIecKoro
PELENTOPHOrO anmnapara Wid HapylIeHUIMUA TOPMOHAJILHOTO MeTaboI13Ma.

Cunopom mecmuxynaprou gemunuzayuy (CAHIPOM HEYYBCTBUTEIHHOCTH K aHJIPOTCHAM)
(Androgen insensitivity syndrome «AIS»). Kapuotun y 60mpHb1X 46XY, MyTaHTHBIN T'€H CIETICH
¢ X-xpoMmocoMoil. B gaHHOW rpynme ManMEeHTOB TECTUKYJIbl OTHOCHUTEIBHO XOPOIIO
c(hOpMHUPOBAHBI, ITPH TOM B OOJIBIIMHCTBE CIy4aeB OTMEUAETCSI pa3INyHas CTETIeHb UX JUCTOMUH.
JlaHHasi TaTOJIOTUSI BO3HMKAET BCIICJACTBHE KAaYECTBEHHOTO MM KOJMYECTBEHHOTO HM3MEHEHUS
peLenTopoB aHAPOTeHOB. PazniuHas pe3uCcTEHTHOCTh TKaHEH K aHIpPOreHaM OOBSICHSET MIMPOKHUNA
JIMAIa30H CTENEHU HAPYILICHHs] BUPUIIU3ALMY IIPU PA3JIMYHBIX KIMHUYECKUX cuHapomax [4; 11;19;
30; 73; 74; 80; 90; 98].

[Tomnass ¢opma TecTuKyIsapHOUW ¢emuHu3amuu (cuaapom Moppuca) (Complete AIS
«CAIS»). Ilpu naHHOM KIMHUYECKOM BapHaHTE OTCYTCTBYIOT BCE€ MpU3HAKU, OOYCIOBJICHHBIE
JeicTBUEM aHIpOTreHOB. HapyXHbIe I0JI0BbIe Opranbl c(hOPMUPOBAHBI IO )KEHCKOMY THITy. Kitntop
HOPMAaJbHOTO WM HECKOJIBKO YMEHBIIEHHOTO pa3Mmepa. Bmaranuie sBisieTcs AepuBaTOM
YPOT€HUTANIBHOTO CHHYCa, OHO YKOpOUYeHO M 3akaHuuBaercs cieno [11]. IlpousBomnbie
MIOJUIEPOBBIX TIPOTOKOB OTCYTCTBYIOT. KpHUNTOPXMpPOBaHHBIE TECTUKYIBI XOPOIIO PAa3BUTEHI,
JIOKAJTU3YIOTCS B OPIOIIHOM TMOJIOCTH, 10 X0y MaXOBOTO KaHajda WU B OOJIBIINX TOJIOBBIX Ty0ax
[11; 14; 24; 29; 74; 80].

Henonnas ¢opma tectukynsipaoit gpemunuzanuu (Partial AIS «PAIS») mo cBoeit dopme
BBIPQ)KEHHOCTH UYPE3BBIYAHO TeTreporeHa. CTpoeHne HapyKHBIX TEHUTAIUH OTpa)kaeT CTENeHb
nedunrTa BO3ACHCTBHS aHIPOT€HOB B IIEPHO/I BHYTPUYTPOOHOTO pa3BUTHs IUIoAa. B OonbmmHCTBE
Clly4yaeB OTMEYAETCs HeI0pa3BUTHE KaBEPHO3HBIX TEJl MOILIOHKH C IUCTOIHUEH MeaTyca. TecTUKyIbl
TMIIOIIA3UPOBAHbl, Yallle pacloyiaraloTcs MO XOJy IMaxOBOro KaHajda WIM B paclIeIICHHON
MoioHke. Hambonee BrlpaxkeHHON (opMoll 4acTUUHOM (OpPMBI TECTUKYJISIPHON (eMUHU3ALUU
SBIISIETCS CHHAPOMOM PeiideHmreliHa — B 9TOM ciy4ae CTPOSHHE HapY)KHBIX IMOJIOBBIX OPTaHOB
OJM3K0 K HOPMAJIBHOMY MY>KCKOMY. 3a4acTyl0 OTMEUAIOTCs Pa3JInUHbIe COUETaHUs THIIOCTIA NN U
TMHEKOMACTUH, KPUIITOPXHU3Ma M TUIOIJIa3UH TECTUKYI. 3a4acTyro €MHCTBEHHBIM MPOSBICHUEM
cuapoma PeiidenmiTeiina sBiseTcs CUHAPOM MyKCKoro Oecruioaus. becrmonue y uieHOB
MMOPAXKEHHOW CeMbU OOYCIIOBIIEHO a300CTIEpPMHUEH BCIIEJCTBUE PEIENTOPHBIX HapymeHui [11; 29;
74; 80].

Heguyum So-pedykmasvr Il muna (SaRD2-deficien). JlanHoe 3a0ojeBaHHE HMEET

ayTOCOMHO-PEIIECCUBHON TUN HacnenoBaHus. depMeHT Sa-penykrasa 2 TUNa KaTalU3UPYeT
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nepexo]  TeCTOCTepOHAa B TUTHAPOTECTOCTEPOH,  OOECIEYMBAIOIINN  BHPHIN3ALUIO
yporenutanbHoro cunyca (YI'C), mpocTtaTsl U HapyHBIX ITOJIOBBIX OpraHoB mioa. [Tpu poxxnenun
nanueHta ¢ SaRD2-deficien HapyXHbIE TEHHTAIWU ONHM3KH K JKEHCKOMY CTPOCHHIO C
(bopmupoBaHreM JISIO0MOCKPOTAIBHBIX CKIAJAO0K M IPOMEKHOCTHON (OPMON TUCTONMHU YpPETpHI.
Ormpenensgercss HaJU4YMe XOPOIIO PA3BUTHIX JUCTONMMPOBAHHBIX SUYEK C HOPMaJIbHBIMHU
NpUAATKaMH, CEMSBBIHOCAUIMMU TNIPOTOKAMH W CEMEHHbIMU My3blppkamu. YI'C copeput
KOpPOTKHUM, CJENO 3aKAHYMBAIOUIUICSA BArMHAJIBHBIA OTPOCTOK C OTKPBIBAIOIIMMHUCA B HEM
ISKYJISTOPHBIMU NyTAMH. B myOepratHOM Bo3pacTe, Kak MPaBUIO, OTMEYAETCS AaKTUBHAs
BUPUJIM3AIMS HAPYKHBIX TOJOBBIX OPTaHOB C Pa3BUTUEM BTOPUYHBIX IMOJOBBIX MPU3HAKOB I10
MyKckoMy Tuny. HeoOxoaumo oTmeTuTh, uTO y mnanueHToB ¢ SoRD2-deficien umeercs
BBIp@KEHHAs] CKIIOHHOCTD K IICUXOCOIHAIbHOM caMouAeHTU(UKAIIMH B My)CKoM mone. [1; 11; 29;
49; 73; 75; 90; 102].

Cunopom nepcucmenyuu O0epusamog mioaneposvix npomokos (Persistent Miillerian duct
syndrome «PMDS») - maromorusi cBsizaHa ¢ JePUIMTOM TMPOAYKUUH WIM PEUEHIHN
MroJutepuHTHOUpytomero (akropa (MU®D), uyro ompenensiercs anomanuei 19-it ayrocomHOit
xpomocomsl [71]. Kapuotun 46XY cootBetcTByeT deHotuiy [29]. BHyTpeHHUE TOIOBBIE OPraHbI
MPEACTABICHBl B PA3JIMYHON CTENEHU PA3BUTHIMU JEpUBAaTAMU MIOJJIEPOBBIX MPOTOKOB,
COXpAaHEHHBIMHU B pe3yJjbTare HapyuieHus Bo3aehctBus MU®. BceneacTtBue pernoHamIbHOCTH
nevicteuss MU® pa3Buthe JAepUBATOB MIOJUJIEPOBBIX IMPOTOKOB MOXKET MPOUCXOJUTH
acuMMeTpu4HO. HapykHble MOJIOBBIE Opranbl cOPMUPOBAHBI MO MYyXckomy Tumy. [Ipu 3ToM B
OOJIBIITMHCTBE CIIy4aeB HMEET MECTO KPUNTOPXU3M WJIM DKTOMHUS TECTHKYJ, Yy HEKOTOPBIX
MMaIMEeHTOB B COUETaHUU ¢ Tunocnaauei [28; 54; 60; 66; 70].

1.5. Mopdorucrojiornyeckue 0COOCHHOCTH CTPOCHHSI OPraHOB PeENpPOAYKTHBHOM
CHCTEMBI IPY HAPYLUIECHUSAX N0JI0BOH TU(PPepeHHPOBKH.

OcHOBHOE BIMSHHE Ha TAKTHUKY JANAapPOCKOIMMYECKOW KOPPEKIMHW aHOMAUW BHYTPEHHUX
OpPTaHOB PENPOIYKTUBHOW CHCTEMBI Yy MAIMEHTOB C HAPYIICHUSIMU TMOJOBOU JU(HEepEeHITUPOBKU
OKa3bIBAIOT TUI TOHAJAIbHOM TKaHU M CTENEHb PA3BUTHS IEPUBATOB MIOJUIEPOBBIX MPOTOKOB. B
CBSI3U C 3TUM HEOOXOJMMO MOAPOOHOE PACCMOTPEHHE HMMEIOLIMXCS COBPEMEHHBIX JIaHHBIX O
MOP(OTUCTOIOTHIECKOM CTPOSHWM TOHAJAIBHOM TKAaHW WM BApUAHTOB CTPOCHHUS JEPUBATOB

MIOJUIEPOBBIX MPOTOKOB Yy ManueHToB ¢ DSD.
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1.5.1 Makpockonuueckue u 2uCHOI0ZUYECKUE UBMEHEHUA 20HAOAIbHOU MKAHU NpU
HapyuwieHuax noJioeou ouggepenyuposxu.

Nndopmanus, noayyaemasi Mpu OCMOTpPE U OMOICUU TOHAIAIbHOW TKAHW y IMalMEHTOB C
HapyIICHUSIMH  TIOJIOBOM  nuddepeHupoBkr, BaxkHA I WACHTU(UKAIMKU 3a00JIeBaHUs,
ompejeNieHus] MporHo3a (EepPTHILHOCTH W PAHHETO BBISBICHHUS TEUYCHUS HEOIUIACTUYCCKUX
npoueccoB. OlLieHKa TaHHBIX BU3YaJIbHOTO OCMOTPA U THUCTOJIOTUYECKOT0 U3yYEHHS TOHA JOJIKHA
MPOBOAUTHCS C YYETOM KIMHUYECKUX, T€HETUYECKMX, TOPMOHAIBHBIX M ICHUXOCOIMAIBHBIX
(hakTopoB, Ha FTAre, MPEAMICCTBYIOIIEM ONMPEISICHHIO OKOHYATEIbHON TAKTUKU XUPYPTrHIECKOTO
nedyenus [33; 47; 57; 80; 96]. Tunsl roHal, BBISIBISIEMbIE TP MUHTEPCEKCYaTbHBIX COCTOSHHSIX,

otoOpakeHsl B Tabnmiie 3.

Tabnuma 3. Buasl roHaganbHOM TKaHU, BBISBISIEMON IPU HHTEPCEKCYATbHOU MAaTOIOTUU *

1. OtcyrcTBHE sIMYEK (CUHAPOM TECTUKYIISIPHOTO perpecca).
— HcTuHHBIN aroHagus3M.
— CHUHAPOM PYJUMEHTAPHBIX STUYEK.
— BpoxneHHbIil OnunaTepaabHbI aHOPXHU3M.
— CHUHIpOM HEOMYIIEHHBIX «HCUE3AIOIINX) INYCK.
— CuHapoM nepcucTeHlnH KieTok Jleiiaura.
— Makpo- 1 MEKPOCKOIIMYECKHE HAXOAKH.

2. CoenuHUTEIBHOTKAaHHBIN CTPEK.

3. JluCreHeTHU4HbIN TECTUKYIL.

TecTUKyIApHBIN CTPEK.

OBorecTHuc.

SN A

MaKpOCKOHquCKH HE U3BMCHCHHBIC SIMYKU.

7. llepcucteHnys OBapHAIbHON TKAaHH.

* [Usefulness of gonadal biopsy in the diagnosis of sexual developmental disorders. Nistal M].

Cunopom mecmukynsipHo20 pezpecca — BKJIIOYaeT B ce0S COBOKYIHOCTh BHJIOB
MOp(}oTOrHUecKuX U3MEHEHUI TECTUKYISIPHON TKaHH, COMPOBOXKIAIONINXCS €€ aHATOMUYECKUM H
(GYHKIIMOHATBHBIM JeUITUTOM. BenencTBrue oTCyTCTBUS SBICHUM TUCIUIA3UMH TOHAAIBHON TKaHH
y TaUMEeHTOB C CHUHIPOMOM TECTUKYJSAPHOTO pErpecca pPHUCK Pa3BUTHS HEOIJIACTUUECKUX
nporieccoB HU3Kkuit. Mopdosornueckne n3MeHEeHUS TOHATATBHONW TKAaHHU BBIPAKAIOTCS B OJTHO- HITH
JBYCTOPDOHHEH pETPEeCCHUM TECTUKYJI Pa3JIMYHOW CTEIEHH BBIPAXKEHHOCTH: OT IIOJHOTO
JIBYCTOPOHHEI0 aroHaju3ma J0 XOpOLIO PAa3BUTBHIX SMYEK C SBJICHUSMM TUNOIIAzuu. Bum u
CTETNIEHb HAPYIICHHS MaCKyJTUHU3AIUN OMTPENCIISIOTCS SMOPHOHAILHBIM CPOKOM, Ha KOTOPOM OBLIIO

MIPEKpaIleHO BIUSHUE clienn(DUYecKor TEeCTUKYIApHOU cekperuu. HeoOXoaumMo OTMETHTh, YTO
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(yHKIIMOHATBHAS HEJOCTATOYHOCTh TECTHKYJISPHOW TKaHW OTpaKaeTCcs HE TOJIbKO Ha JTare
BHYTPUYTPOOHOTO pa3BUTHUS, NPUBOAS K (OPMUPOBAHUIO BPOXKIECHHBIX MOPOKOB Pa3BUTHS
Pa3IMYHON CTENEHU BBIPAKEHHOCTH, HO MPOSABIISIETCS U B IMOCTHATAJIBHOM MEPUOJE, BCIEACTBUE
MaTOJIOTUU TECTUKYJISIPHOTO 3BE€HA cTepousiorenesa [27; 34; 49; 57; 67; 75; 96; 98].

B cnyuasx, koraa maronorus roHajagbHOM TKaHW y nanueHtoB ¢ DSD compoBoxaaercs
JMCTEHE30M, B CTPYKTYpe TOHa/ He3penblX KiIeTouHbIX Gopm. Hannune nenuddepeHmpoBaHHBIX
TOHAJAJIBHBIX KJIETOK OIpPEeNsieT UX CHIKEHHYIO (PYHKIIMOHAIBbHYIO aKTUBHOCTh U 3HAYUTEIIbHOE
MOBBILLICHUE PUCKA PA3BUTHS HEOIJIACTUYECKUX MPOLIECCOB.

QubposHvill  cmpexk  —  COCIWHUTENBHO-TKAHHAS  CTPYKTypa,  IpeAcTaBlIeHHAs
rpyOOBOJIOKHUCTOM, YACTUYHO TMATMHU3UPOBAHHON COEIMHUTENBHON TKAHBIO C TOJICTOCTCHHBIMU
cocynamu. BHemrHe ompezaensieTcss XapakTepHas yUIMHEHHas, TOHKas OelecoBaTasl MOJOCKa
JUTMHOU okoiio 1,5-2 cMm, tommmuon 2-3 mMm [3; 4; 96] (Pucynok 1). Knmaccuueckuili BapuaHT
CTPOCHHS CTPEKA ONPEISISICTCS IIPH ar€HEe3|H TOHAJ, B 3TOM cliydae cTpoMa GUOPO3HBIX TsDKEH HE
HMMEET JIOMOJIHUTENIbHBIX BKIIFOUCHHUI TOHAIaIbHOM TKaHH. B ciiydae eciu B KapHOTHUIIE TAI[MEHTA
umeetcss 46XX Habop XpoMocoM, TO ¢ OONBIION J0JEel BEpOSTHOCTU CTpEK OyIeT coaep:KaTh
MO3TOBBIE AJIEMEHTHI, XapaKTepHbIE ISl OBapUaibHON TKaHU. COOTBETCTBEHHO, NPU HAJIUYUU B
kapuoturie Y Xpomocombl uiau ee SRY ydacTka, B CTPEKOBOM TKaHM MOTYT OIPEIENISTHCS

KOPKOBBIE JIEMEHTBI, XapaKTepHbIE JJIs1 HE3PEJIO TECTUKYISIPHOM TKaHH [§].

Pucynok 1. Ctpek y maumenra ¢ cungpomoM lllepemesckoro-TepHepa
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Tecmukynapuulil cmpex - P JAaHHOM BapuaHTE AaTOJIOTMH Pa3BUTHS MY>KCKOM FOHaJaJIbHON
TKaHU OTMEYaeTcs Haluyue nyna cinabo auddepeHIUpPOBAaHHBIX TECTUKYJISPHBIX KJIETOK B
cTpyKType ¢ubposnoro tska (Pucynok 2). IIpu 3ToM IuCreHeTHYHBIE TECTUKYISIPHBIE KIIETKH
MOTYT OBITh PAcIOJIOKEHbI HAa BCEM IMPOTSHKEHUU (PUOPO3HON CTPYKTYpHI WIIM HAa OJHOM U3 €e
MOJIIOCOB. B 3TOM cilydae cTeneHb COXPaHHOCTH JIEpPUBATOB MIOJIJIEPOBOIO MPOTOKA OOpaTHO
MPOTOPIIMOHATBHA YPOBHIO (DYHKIIMOHAJILHON aKTUBHOCTH TECTUKYIISIpHOU TKaHU [33; 80; 96; 98].

PucyHOK 2. DneMeHTHI TUCTCHETUYHOU TECTUKYIISIPHON TKaHH B CTPYKTYpe GuOpo3HOro TsHkKa y
ManueHTa co CMelaHHoi (hopMoit AUCTeHe3un ToHa

Huceenemuunsiti mecmuxyn — 310 opMa HapyueHUs: GOPMUPOBAHUSA SIMUKA, 00yCIOBICHHAs
He3aBepILIeHHOM nuddepeHIpoBKoi TecTUKynapHon Tkanu (Pucynok 3). [Ipu rucronornyeckom
U3YYEHUU OIpelesieTcs Tpylna CTPYKTYPHO H3MEHEHHBIX KIETOK C HEIO0CTaTOYHBIM
pasrpaHuYeHHeM 3JIEMEHTOB 0eI0UHON 00O0JIOUKH OT JIOKAJIM30BAaHHBIX MO HEW TECTUKYISIPHBIX
crpykryp. Knerku Jleiinura moryr umeTrh BapuaOeiabHOE pa3BUTHE M YPOBEHb MPOIYKIIMU
aHynporeHoB. [lpu naHHOM martojoruu B OONBIIMHCTBE CIIy4aeB OTMEUYACTCS JUCTOMMSA

AUCTCHCTUYHBIX TCECTUKYJ, HCIOJHAad MACKYJIWHH3alWusad HAPYXHBIX II0JIOBBIX OpraHoOB U
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nocriyoepraTHas Bupmimsanus [26; 29; 33, 34; 96; 98; 102]. lepuBarhl MIOJIJICPOBBIX MPOTOKOB
MIpeICTaBJICHbl PYAUMEHTAPHBIMU CTPYKTYpaMHU, 3a4aCTyI0 C aCHMMETPUYHBIM Pa3BUTHEM.

Pucynok 3. AGnqoMuHanbHas peTeHIUA JUCTEHETUYHOTO TECTHUKYJIa, OTMEYASTCS HapyIlIeHUe
CTPOEHHUs F'OHA/IbI

OBotectuc - 3TO roHajga, coaepXkalmias B CBOEH CTPYKType KaK TECTUKYJSIPHBIE, TaKk H
OoBapHalibHbIe KJIETKA. OBOTECTHC MOXKET UMETh OMJIOOYISIpHOE CTPOEHHWE, MPHU ITOM HMEETCS
BBIpD@)KCHHAs] TPaHULa MEXIy OBAPUAIBHOM M TECTHUKYJISPHOM TKaHbK. B ciyyae OBOMIHOIO
CTPOEHMsI, OBApUaAJIbHAA TKaHb MPEUMYIIECTBEHHO JIOKAJIM30BaHa HAJl TECTHKYJSPHOW TKaHbIO.
Bunumoe pazrpannueHre MKy OBapUaIbHOM TKaHbIO M TECTUKYIISIPHOM ONPENENsieTCs TOJIBKO B
peakux ciaydasx (Pucynoxk 4). B OGonpmmHCTBE cily4aeB OOIMTHI pacIpeseleHbl Cpeau
CEMABBIHOCAIIINX  KaHAaJIbIICB. v Pa3HBIX MAOUCHTOB IMMPOMOPHUOHAIBHOEC COOTHOUICHUEC

SIMYHUKOBOM M TECTUKYJSPHOM TKaHU nepeMeHHo. [4; 11; 23;26; 31; 65; 68; 84; 88; 96].
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Pucynox 4. OBOTECTHC CMEIIAHHOTO CTPOCHUS C J00ABOYHOM JTOJIBKOM

Maxpockonuuecku He usmenenHvle Aauuku. CTPYKTypHbIE aHOMAJIMU TECTUKYIISIPHON TKaHH,
NPUBOASIINE K HapylIEHUIO €€ (YHKIHH, MOTYT HE COMPOBOXKIATHCS MAKPOCKOIMMYECKUMHU
n3menenusaMu (Pucynok 5). [Ipu 3ToM oT™MedaeTcs rumnornia3us Wiv runepiuiasus kierok Jleiaura.
INmmomnaszust kierok Jleiiaura BO3HUKAET MO MPUYMHE HACIEACTBEHHOTO Je(eKTa pPEelenTopoB
roHagorponuHa. CTpoeHHE HapyKHBIX IOJIOBBIX OPTraHOB MOKET BapbUPOBATHCS OT JKEHCKOI'O JI0
MY’KCKOIO, C SIBJIEHUSIMH MUKpPONEHMHM M runocnagueil. I'mnepmnasus xierok Jleinnra moxer
BO3HUKATh BCJeACTBUE JedekTa cuHTe3a So-peaykTasbl, BCIEACTBUE JedeKTa CUHTe3a
TECTOCTEPOHA WJIM HapyILIeHus nepudepruueckoil YyBCTBUTEILHOCTU K aHJiporeHaMm. [IposBienus
JAHHOM MAaTOJOTMU COOTBETCTBYIOT TaKOBBIM IPH COOTBETCTBYIOIIMX 3aboneBanusx [23; 49; 71;

74; 96; 98; 102].
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Pucynok 5. Tectukyibl, ynanenssle y nanuenta ¢ CAIS

Ilepcucmenyusn osapuanbHol mKaHu OTMEYACTCS IPU HAIUYMKA KIETOYHOIO Iyjaa C
kapuotuniom 46XX. B ciydae OucreHe3uM OBapHajJbHOM TKAHM TOHAJbl, KaK IPaBUIIO,
NpeJCcTaBiIeHbl (UOPO3HBIMM CTPEKaMH, B HEKOTOPBIX CIy4asX O HHUX COOOINAIOT Kak o
TUMNOIUIACTUYHBIX SMYHUKAX C MaJbIM yucioM oouuToB. (Pucynku 6, 7). [Ipu nqanHoi naTojgoruu
B HEKOTOPBIX CIIy4asiX MOKET OTMEUYaThCsl (yHKIMOHAJIbHAs aKTUBHOCTh TOHAJAIbHON TKaHU, YTO
IIPUBOJAUT K CIIOHTAHHOMY BO3HUKHOBEHMIO MEHCTPYallMii, OZHAKO IOCIEIHUE, KAaK IIPaBUIIO,
SBIISIIOTCSL HeperylspHbIMU. OTIMYUTENbHOH OCOOEHHOCTBIO JTAHHOIO MOpQOTUIIA CTPOCHHUS
TOHAAJBHOM TKaHU SBIIAETCA OTHOCHUTENIBHO HU3Kas NPENpPACHONIOKEHHOCTh K PA3BUTHIO

HEOIUTACTHYECKUX MPOIecCcoB. [56; 70; 84; 96; 96; 98; 102].
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Pucynok 6, 7. DNeMEHTHl AMCTEHETHYHOTO SUYHHUKA B CTPYKType (HOpPO3HOTO TsKa y
MAIUEHTOB C YUCTON opMOii OBapUaIbHON JUCTEHE3UN
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1.5.2 Anomanuu pazeumus 0epugamos MioniepoGvix NPOMOKO8 NPU HAPYUIEHUAX NOJ10601
ougpepenyuposku.

B Hacrosiiee BpeMsi B MUpPOBOW JUTEepaType HE MPEICTABICHO €IWHOHN Kiaccu]ukaiu,
o0o01maronieil BapuaHThl Pa3BUTHI JIEPUBATOB MPOTOKOB Y MAIMEHTOB C PA3IMYHBIMU (opMaMu
HapyIIEHUH MOJI0BOH UG HEpEeHITMPOBKH.

B runexonornyeckoil mpakTHKE ISl OMUCAHMs MOPOKOB Pa3BUTHUSI MAaTKU U Blarajuiia y
JeBOYEK OOJBIIMHCTBOM OTEUECTBEHHBIX aBTOPOB Hauboyiee COBEpPIICHHONW MpU3HaHA
knaccupukanus AnomsH JIL.B. - XamykoeBoit A.3. (1998r), ocHOBaHHas Ha KIMHUKO-
AHATOMHYECKOM TOJXO/€ K ONpeaeieHuto (opM TOPOKOB pPA3BUTHS IOJOBBIX OPTaHOB.
JIOCTOMHCTBOM JIaHHOM KJacCU(UKALMM aHOMAIUKA >KEHCKHX TOJOBBIX OpraHOB SBISETCA
MOJIHOMACIITAOHOE OTPaKEHUE KIMHUKO-MOP(HOIOrHUECKUX OCOOEHHOCTEH aHOMAalIHWi Pa3BUTHS
MaTKH ¥ BJIArajiviia, 4To MO3BOJSET H30UpaTh 0OOCHOBAaHHYIO TAKTUKY BEICHUS U ONEPATHBHOTO
JeUeHUs] W ONPEACTHTh MPOTHO3 (EePTUIBHOCTH TMAIMeHTa >KEHCKOW ICHXOCOUUAIbHON
HarpaBJeHHOCTH [5; 29; 32; 54; 61; 69; 80; 103].

VY manueHTOB MYKCKOTO Tojia MEPCUCTEHIMS JASPUBATOB MIOJUIEPOBBIX MPOTOKOB MOXKET
OTMEYaThCsl TpPHU MATOJOTHH TOHAJANBHOM TKaHW, HE OOECHeYMBAIOIIEH CBOEBPEMEHHYIO
BBIpAOOTKY MIOJUICpUHTUOHpYIOMEero (akropa B HEOOXOIUMOM o0beMe WIH B pe3yJbTare
CHIDKEHHS UYYBCTBUTEJIBHOCTH pELENTOPOB B TKaHAX MuIleHsax. Omnpenensercs mnpsmas
3aBUCHUMOCTb MEX]ly YPOBHEM COXPAaHHOCTU TKaHU NATOJOTMYHOIO SIMYKA M CTENEHBIO perpecca
JIEpPUBATOB MIOJUIEPOBBIX MPOTOKOB [29]. V ManMeHTOB KEHCKOTO 10J1a IPU HapYLLIEHUAX IT0JI0BOMI
I GepeHIIMPOBKU  pa3BUTHE JEPUBATOB MIOJUIEPOBOIO IMPOTOKA HOCUT HE IOJHOLIEHHBIN
xapakrep. Ilpu accuMeTpUYHOM pa3BUTUM TOHAJ JI€PUBAThl MIOJUIEPOBBIX IPOTOKOB JIyyllle
Pa3BUTHI C TOW CTOPOHBI, I'/I€ MEHbIIIE TECTUKYJIIPHON TKaHU U 0oJibIle oBapHaibHOI (PucyHok 8).
CHMMETpUYHOE pa3BUTHE IEPUBATOB MIOJUIEPOBBIX IPOTOKOB MOKET OTMEYaThCsl B Cllydae
narosiorun MU®-penentopHoro anmnapara y nmanueHToB ¢ PMDS, arene3nu u 4iucToi JUCTeHE3Un

roHananbHOM TKaHu [ 14; 25; 28; 33; 54; 60; 64; 66; 81; 100] (Pucynox 9).
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Pucynok 8. AccuMeTpuyHOE pa3BUTHUE JIEPUBATOB MIOJUIEPOBBIX NPOTOKOB Yy nanuenra ¢ OT-
DSD ¢ dopMmupoBaHHeM THIOIUIACTUYHON MaTku. OTMeuaeTcs aruias3us IEPBUKAIBHOTO
CerMEHTa U MPaBOW MaTOYHOU TPYOBI.

Pucynok 9. CumMmeTpuuHOe pa3BUTHE JI€PUBATOB MIOJUIEPOBBIX MPOTOKOB ¢ (HOPMUPOBAHHEM
PYAMMEHTApHOTO MBILIEYHOI'O BAJIMKA y MAIIMEHTa ¢ YMCTON (hOpMOIi AMCTeHE3UH TOHA
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1.5.3. Knaccugukayus cmenenu eupunusauuu HAaApPyICHLIX NOJ06bIX OP2AHOE Y
nayueHmo8 ¢ HapyuieHUAMU noJ1060u Oudgepenyuposxu.

CreneHp BUPUIM3ALMU HAPYXKHBIX MOJOBBIX OpraHoB y namueHtoB ¢ DSD omnpenensiercs B
COOTBETCTBUM ¢ Kiaccudpukamuerr Von Prader A., 1974r [104]. Ilpu 5TOM B COOTBETCTBHUHU C
pexkoMenauusmu Mexaynapoanoro Koncencyca ot 2006r [76; 77] npoBeeHre MIIaCTUYECKON
OTepalliy MMOKAa3aHO TOJBKO B ciiydae BhIpakeHHOW Bupwiamsanuu (Prader II-V). IlpoeneHue
PEKOHCTPYKTUBHBIX ONEpalliid, CBSI3aHHBIX C pa3/eIeHHEM MOYEBBIBOISIIUX U TMOJOBBIX MYTEH,
PEKOMEH]IOBAHO BBIMOJHATH B HanboJsiee panuue cpoku [42; 67; 80; 99; 101].

CreneHu BUPWIM3AIUN HAPYKHBIX MTOJIOBBIX OPTaHOB:

I crenenn: oTmeuaeTcss HeOombIIas TUNEPTPOPUS KIUTOpAa C HOPMAIBHBIM BXOJIOM BO
BIIATAJIHIIIE;

II cremenp: BUpHIM3AIMs KJIMTOpA 3aKII0YaeTcs B (QOPMUPOBAHUH T'OJIOBKH, KaBEPHO3ZHBIX
TeJI, MaJIbIe TIOJIOBBIE TYOBI HEJOPA3BUTHI, BXOJI BO BIAraJIdiie CyKeH, BOPOHKOOOPa3HOH (HOPMBI;

III creneHp: KIMTOP IO CTPOCHHUIO HAIIOMUHAET IIOJIOBOM YJIEH, HMEETCA €IHMHOE
MOUEIOJIOBOE OTBEPCTHE — YPOTCHUTAIBHBINA CUHYC, OTKPBIBAIOIIMICS Y KOPHS KITUTOPA;

IV cTenenn: onpeaenseTcs HATMYKUEM IEHUCOOOPA3HOT0O KIIUTOPA U Y3KOTO YPOT€HUTAILHOTO
CHHYCa, OTKPBIBAIOIETrOCsl Ha HIDKHEH MOBEPXHOCTH KIUTOPA, OOJIBIINE MOJIOBBIE I'yOBI CPaICHbI
Hanog001e MOIIOHKH;

V crenenb: HapyKHbI€ TEHUTAINH [TOJTHOCThIO COOTBETCTBYIOT MOJOBBIM OpraHaM Majlb4HKa,
ypeTpa OTKPBIBAETCSI HAa KOHIIE TOJIOBKU KIIUTOPA, 3TO KPalHss CTEIIEHb BUPWIN3AIUH.

1.5.4. Couemannsie nopoxku pazeumus.

CornacHo aHHBIM JINTEPATYPHI, OoJiee ueM B ueTBepTH citydaes (26,8-38,9%) y nanueHToB
¢ DSD BBISBIAIOTCS COYETAHHBIE BPOXKACHHBIE MOPOKU PA3BUTHUSL OPraHOB MHILEBAPUTEIHLHOM,
KOCTHO-MBIIIEYHOM, CEPIEUHO-COCYAUCTON U MOYEBBIIETUTENBHOM cucteM [4; 22; 38; 53; 89]. Ilpu
XPOMOCOMHBIX aHOMAJIUSX BBISBIISIIOTCSI CBOWCTBEHHBIC MPU3HAKKU AU3MOP(PHUHU, TPOSBIISIIONTUAECS
HaJUIMEM KOCTHO-MBIIIEYHBIX TUCIIIa3Ui, aHOMAJIU CEPICUHO-COCYUCTON CUCTEMBI, HATMYUEM
XapaKTepHBIX CTUTM Iu3dMOpuorenesa. [Ipu ananm3e aHoOManuii HaApYKHBIX TOJIOBBIX OPTaHOB,
MpeACTaBICHHBIX Yy mnamueHToB ¢ DSD, ¢ menbio omnpeneneHuss BO3MOXKHOCTH MPOBEIACHUS
CUMYJIbTAaHHBIX ONepauuii M (QOpPMHUPOBAHUS AOITOCPOYHON TAKTHKHU JIEUEHHUS LierIecoo0pa3Ho
MPOBOAUTH COBOKYITHOE PAacCCMOTPEHHE HMMEIOIIMXCS COYETAHHBIX MOYEMOJIOBBIX W KHILIEYHO-
MIOJIOBBIX MIOPOKOB Pa3BUTHSI, BKIIIOUAsl aHOPEKTAJIbHBIE U dKCTpoduueckue anoManuu [4; 5; 29; 56;

59; 80; 89].
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1.6. IlpenonepanuoHHAsi MOATOTOBKA H AKTYaJbHbI€ MOIX0AbI K KOPPEKIHU AHOMATUI
BHYTPEHHHMX OPraHOB PeNpoOAYKTHBHOI CHCTeMbl Y NALMEHTOB ¢ HAPYIIEHHUSIMH IOJIOBOM
auddepeHuupoBKH.

1.6.1 Anzopumm ob6cnedoeanus u npeooOnepayuoOHHOU NOO20MOBKU NAUUEHNOE C
HapyuwieHuaAMU o060 ouggepenyuposku.

B wu3yuenHoil nureparype OOJBIIMHCTBO aBTOPOB IpPHU TMOJATOTOBKE K ONEPATUBHOMY
JICYEHHUIO OMUCHIBAIOT MPUMEHSIEMYIO CTAaHJAPTHYIO CXeMY IpeIonepalioHHOro o0cienoBanus. B
JAHHYIO CXeMY BXOAMIN: cOOp aHAMHE3a KU3HH, 3a00JICBaHUS U TCHETUYECKOTO aHaMHe3a; OOIIHiA
Y TUHEKOJIOTHYECKUW, aHAPOJIOTHYECKUA W YPOJIOTHYECKHUA OCMOTPHI MalHEHTa. BhINONHAIOCH
LUTOTeHETHYECKOoe oOcneoBanne MeTo oM G-OKpallMBaHUS U MOJEKYISIPHO-IIUTOTEHETHUECKOe
oOcnenoBanue MetofoM QuyopecuenTHoi in situ rubpunuzanuu (FISH) ¢ JJHK-30n1amMu Ha X- u
Y-xpomocomax Ha Tpernaparax MmeradasHbIX XPOMOCOM, KOTOPBIC IMOJIyYadud W3 JHMQOIUTOB
nepudepuyeckord kpoBu. [IpoBoamiock obcienoBaHre TEKYIIUX JIAOOPAaTOPHBIX IOKa3aTesei
KPOBH M MOYH, OIIPEISIISIIACH TPYIITA KPOBHU, pe3yc-pakTop ¥ (GeHOTHN KpOBH manueHTa. bosbiroe
3HaUEHHUE MMENI0 OIpeAeNieHue TOPMOHAIBHOIO CTaTyca C  OINpeJelieHHeM YpOBHEH
(G OITHKYIOCTUMYIIUPYIOIIETO U JTATUHU3UPYIOIIEr0 TOPMOHOB, 6a3alIbHOTO OOIIET0 TECTOCTEPOHA,
TUPEOTPOITHBIX TOPMOHOB, JCTPaJNOJia, TUPOKCHHA, TOPMOHOB KOPBI HAANMOYCYHUKOB. l[lpm
HEOOXOJIMMOCTH BBIMONHSIIUCh TMPOOBI C XOPUOHWUYECKHM TOHAAOTponmuHOM. I[IpoBoamiuch
JIOTIONIHUTENIbHBIE HEWHBa3WBHBIE METOAbI oOcnenoBanusi: Y3M opraHoB wmaioro Taza ¢
nomnrmneporpadueii, BaruHO- U KoJbHockomus. O0s3aTeNbHBIM MOMEHTOM IPH TMOJTOTOBKE K
OTIEpAllMH SIBIISJICS YUYET BO3pacTa MAIlMEeHTa M COIMalbHAas alalnTaiys ero B TOM WJIH WHOM IOJIe
[1;8;10; 11; 14; 17, 24; 27, 47, 49; 52; 56; 57; 63; 73].

HeoOxomuMo OTMETHTh HalWYHe OHKOJOTHYECKOH HACTOPOKEHHOCTH CHEIHANMCTOB,
3aHUMaroIuxcs gedenneM nanueHTos ¢ DSD [20; 29; 66; 76; 80; 98; 102; 105]. IIpu nono3penun
Ha MaJMTHHU3AIUI0 TOHAJMAIBHOW TKAaHU ITIOKA3aHO OIPEIeICHHEe KOHIEHTPAIUU OITyXOJIEBBIX
MapKepoB. ABTOPBI COOOIIEHUH YKa3bIBAIOT HA HEOOXOIUMOCTh MCCIEAOBAHUS YPOBHEH anb(a-
¢deronporenna, oBapuanbHOT0 anTureHa CA-125 1 XOpHOHUYECKOT0 TOHAIOTPOMUHA CHIBOPOTKH
kpoBu [1; 6; 98]. OmHako cooOmiaercs 0 HU3KOW A(P(HEKTUBHOCTH TaOOPATOPHBIX METOJIOB
WCCTIEOBAaHUSl Yy TAIMEHTOB C JMCTE€HE30M TOHAJATbHOW TKaHHW, KOT/a IMoKa3arenb aib(da-
(¢eTonpoTerHAa CTAaHOBHUTCS BBIIIE HOPMBI, 3aYacTyl0 TIPH HAJIMYUU THCTOJIOTHYECKOTO
MOATBEPIKICHUSI TEYEHHUs TOHAJ00acTOMBI WM JTUCTEPMHUHOMBI YPOBEHb OHKOMAapKEpOB HE

noBbimaercs [17].
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O06beM npeaonepanuoHHON OTOTOBKY Y TAITMEHTOB C HApYIICHUSIMHA (POPMUPOBAHUS 11014,
KOTOPBIM IIJIAHUPYETCS BBIIIOJHEHHE ONEPalliy JIATAPOCKOMUYECKUM JTOCTYIIOM, HE OTJINYAETCS OT
TaKoOBOro mpu 4ypeBocedueHuu [1; 6; 52; 58; 68; 72; 87; 93]. B pamkax mnpenoneparioHHON
MOATOTOBKH PEOSHKY MPOBOJIUTCS OYUCTUTENbHAS KIM3Ma M KaTeTepHu3alusi MOYEBOTO My3bIps,
KOTOpPbIE€ HAPABJICHbI HA CHUKEHUE PUCKOB TPaBMaTU3allMU BHYTPEHHUX OPraHoOB MallMeHTa Mpu
paboTre B  YCIOBHMSIX OrpPaHMYEHHOTO TMPOCTpPAHCTBA  Majoro Tasza. IIpeBeHTHBHas
aHTHOaKTepuanbHas Tepanusi aHTHOMOTHUKOM IIUPOKOTO CIIEKTpa EHCTBUS B MPEIONEePAIuOHHOM
Mepuojie  MPUBOAUT K  CHIDKCHHIO  PHUCKA  THOMHO-CENTHYECKUX  OCIOXKHEHHH Yy
MMMYHOKOMIIPOMETUPOBAaHHBIX NaueHToB [38; 47; 103].

1.6.2. Axmyanvnvle MemoOOUKU KOPPEKUUU AHOMAIUN OP2AHO8 PEenpoOyKMUGHOU
cucmemul y 0emeil ¢ HAPYWIEHUAMU NO1080U Oughhepenyuposku.

B mnacrosimiee Bpemsi Bce Oouiblliee YMCIO OMEpalUMii B TMPAKTHKE JETCKUX XHUPYProB
BBITIOJIHSIETCS] C IPUMEHEHUEM JIAMMAPOCKOMMYECKON TeXHUKU. V3ydeHne cCOBpeMEHHBIX Hay4YHbBIX
HMCTOYHUKOB YKa3bIBAET HA TO, UTO B A0COJIOTHOM OOJIBIIIMHCTBE CIIYYaeB JIAMAPOCKOIHUS SBIISICTCS
OCHOBHBIM METOJIOM, TIO3BOJIIOIIUM MPOBECTH OKOHUYATENbHYIO TUAarHOCTUKY (DOPMBI ATOJIOTHUU
U BBHINOJIHUTH pPaJUKAIbHBIE ONEpald Ha OpraHax pEenpoOAYKTUBHOM CHCTEMBI Yy JeTeit
HapymieHussMu nojoBo quddepermuporku [1; 20; 21; 25; 30; 32; 33; 38; 47; 54; 58; 64; 67; 70;
71;72; 75; 80; 83; 84; 90; 97; 100; 103]

Jokazanuvimu npeumyuecmeamu 1anapocKonuu A6aa0mcs:

1. Menpmmii TpaBMatu3M onepanuu. He3HauuTenbHble pa3Mepbl ONEPALMOHHOM paHbI
nepeAHeil OprOITHOM CTEHKM NPUBOAAT K COXPAHEHHIO PETHOHAIBHOTO KPOBOCHAOKEHHS U
WHHEpBalNK, 00Jiee paHHEH aKTUBU3AIIUU MTAIIMEHTA B TIOCIEONEPAIIMOHHOM TIEPHO/IE.

2. bonpmas wuHPOPMATUBHOCTP TPU  BHINOJHEHHMH  XUPYPTUYECKUX  MaHUMYISIUH.
B0O3MOXHOCTh A€TAaTBbHOTO W3YYEHHS] aHOMAIUW pPa3BUTHUS, OCOOEGHHOCTEW CTPOCHUS H
KPOBOCHA0XEHHSI OpraHOB M TKaHEW MaJIoTO Ta3a, BO3MOXKHOCTh OIIEHKH PaCIpPOCTPAHEHHOCTH
MpoIiecca 3a4acTylo UTPAI0T KIIFOYEBYIO POJIh MPU OMPENCIICHUN TAKTHKH OTIEPATUBHOTO JICUEHUSI.
3. MeHbpmuil NPOLIEHT PaHHUX U OTCPOUYEHHBIX OCIOKHEHHUH B MOCIEONEPALIMIOHHOM MEPUOJIE.
OTCyTCTBHE MIMPOKOTO BCKPBITHSI OPIOIITHOM MOJOCTH BO BPEMS OMIEPATUBHOTO MOCOOMS CHUKAET
PUCK BO3HHKHOBEHHUSI OCJIO)KHEHUW CBOMCTBEHHBIX UPEBOCCUYCHHIO: CIACYHOW OOJIE3HH,
MH(PHUITIPOBAHKS TIOCICOTIEPAIIMOHHON PaHbl, PUCKA IBEHTPAIIMNA OPTaHOB U MTPOUYUX OCJIOKHEHHH.
4.  Xopomwmii kocMmeTrnyeckuidt dddekt. OTCYTCTBHE MPOTKEHHBIX IMOCICONEPANMOHHBIX

py'6I_IOB oOJreryaer CONUAJIbHYIO afallTalluio, YIYyUlIacT KauCCTBO JKU3HU MMAIITUCHTOB.
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5. CoxkparieHnue CpoKoB MpeObIBaHUS MAMEHTa B CTAIMOHAPE MPHUBOAUT K MOJIOKUTEILHOMY
AKOHOMUYECKOMY 3P deKTy.

OmHocumenbHbIMU HeOOCMamKamu 1anapoCKONULecKo20 00CMyna A8IAMC:
1. TloBbimeHHble TpeOOBaHMSA K KBATU(HUKAIMH XHPYprudyeckoil Opuraapl. TexHudeckoe
WCTIOJIHEHHUE JIATAPOCKOMMYECKOW OMepanuy OTInYaeTcs 00jee BBICOKOM CIOXKHOCTBIO, YEM TPH
ypeBocedeHnH. Onepupyromuid Xupypr o0si3aH o007agaTh HaBbIKAMU BBINOJIHEHUS JaHHON
OIepaIMH JIATAPOTOMHBIM JJOCTYTIOM.
2.  lloBblmieHHBIE  TpeOOBaHHMS K  aHECTE3UMOJOTHUECKOMy  mocoOuto.  IloBbimeHHOE
BHYTPHOPIOIIHOE JaBJICHHE, YMEHBLIAIONIEE SKCKYPCUIO auadparMbl M BEHO3HBIH BO3BpAT II0
CHCTEME HM)KHEH TT0JIOH BEHBI, JUTNTEIbHOE HAX0XK/ICHNE AlMEHTA B ITOJIOKEHUH TpeHneneHOypra
NPEABSBISIOT MOBBIIICHHBIE TPEOOBAHUS K aHECTE3UOJIOTNIECKOMY MTOCOOHIO.
3. HeoOXoauMOCTh  JOPOTOCTOSIIETO  TEXHOJIOIMYECKOTO  OCHAIICHWs  CTalMOHapa,

OCYIIECTBIISIONIETO JICYCHHUE IMAIIMEHTOB ¢ HAPYIICHUSIME (OPMHUPOBAHUS TI0JIA.

B coBpeMeHHBIX YyCIOBHSAX MPAKTHUECKH BO BCEX CIy4asx HHTpaaOJOMUHAIBHBIA 3Tanl
OIlepalLuy y MalMEHTOB ¢ HapYIIEHUSIMH MOJI0BOM 11 (HepeHIUPOBKY TPOBOIUTCS C IPUMEHEHUEM
Janapockonuyeckoil TexHuku. O0beM JIanapoCKOMMYECKOT0 BMEIIATENbCTBA HE OTIMYAETCS OT
TaKOBOT'0, BBIIIOJIHAEMOTO JJallapOTOMHBIM JocTynoM. K upeBocedeHnto mpuoeraroT B Te€X CiIydasx,
KOTJa JIamapoCKONMMYECKUH JOCTynm He obecrneynBaeT O€30MacHOro IPOBEACHHS ITaroB
XUPYpPrudeckoro jedeHus. Taxxke NoKa3aHUSAMU K KOHBEPCHUHU CIIY)KAT OCIOKHEHUS JalapOCKOIINH,
TaKHe KaK paHEeHUE COCY/I0B WM BHYTPEHHUX OpraHos OpromHo# nojoctu [13; 33; 66].

B u3y4yeHHOHl nuTeparype AaHHBIE [0 UCIOJIB30BAHUIO JIANIAPOCKOIMUYECKOro AOCTyHa U
TAaKTUKE XUPYPrHUECKOTOo JIEYEHHs MAIlMEeHTOB ¢ HapyUIeHUsAMHU (GOPMHUPOBAHUS I0JIa, UMEIOLIUX
MHTPAONEPALNOHHO BBISBIISIEMbBIE IPU3HAKU TEUEHUS HEOIIACTUUECKOTO IIpoLecca, pa3HATcs. P
aBTOPOB YKa3bIBAIOT, UTO €CJIM BO BPEMsI SHJOCKOIMYECKON Olepaliiy 3a1o/103peHa MaTurHu3alus
TKaHEeW NaTOJOTHYHBIX TOHAJ, TO JamapoCKONUs JOJDKHA OBITh OrpaHWYeHa MPOBEICHUEM
JMarHOCTHUYECKOro dTana. OnepaTuBHOE JIEUEHUE B IaHHOM CIIy4ae PEKOMEH]IyeTCs MPOBOJIUTh B
CHELMATM3UPOBAHHBIX OHKOJIOTUYECKUX YUPEKACHUAX, HMEIOLUX [IHPOKHE BO3MOKHOCTH
CPOYHOT0 MOP(OJIOTHYECKOTO U3YyUEHUS MOJYyYEHHOT0 MaTepHala U BBIIIOJHEHUS! ONepaTUBHOIO
JIEYEHUs C COOJIIOJIGHWEM TMPUHIUIIOB OHKOJIOIMYECKONW paJuKalbHOCTH U aOJacTHKU U
BO3MOXXHOCTSIMU IIPOBEJICHUS PaAMOXMMHMUYECKON TEpaNuy B MOCIEONEPALMOHHOM Iepuoze [62;
73; 102]. B npoTHBOBEC JaHHOMY MHEHHIO IIPUBOAUTCS Psii HAOIIOICHHUH, CBUIETENCTBYIOLIHX,

YTO BbIABJICHUEC MaJIMI'HU3alNU FOHaJIaJ'II)HOI\/'I TKaHu 0Oe3 pacnpoCTpaHCHUA OHKOJIOTHYECKOI'O
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mpouecca 3a €€ mpelensl MO3BOJSET MPOBECTH OJAHOMOMEHTHOE XHPYPIUYECKOE JIEUEHUE B
TpeObyeMoM 00beMe W3 MMEIOIIETOCs JIaapOCKOMUYECKOr0 JOCTYyMa C MOCIEAYIOUUM KypcoM
cooTBeTCTBYIOIIEH Tepanuu [54; 70; 94; 105].

TexHuuyeckue acrneKkTbl METOJO0B SHIAOXUPYPrHUYECKOrO JEUEHUs y AETeH ¢ HapylEeHUsSIMU
10J10BO# 1 (HepeHInPOBKY MOBTOPSIOT MPUHIUIIBI KJIACCHYECKON XUPYPIHH HAa OpraHax Majoro
Tasa.

Ilonoscenue 60161020 HA ONEPAUUOHHOM CHLO]IE

OCHOBHBIM IOJIO)KEHHEM IIALIMEHTA IIPH BBINOJIHEHUU JIAIAPOCKONMYECKUX ONEepaluil Ha
OpraHax Majioro Tasa sIBJISIETCS M0JIOKEHHE Ha cliMHEe. BHE 3aBUCMMOCTH OT A0CTyIa B OpPIOLIHYIO
MOJIOCTh Ba)KHA pallMOHANbHAs KOHGUTypauus omnepanuoHHOro crona. C menbio obecredeHus
JOCTyTa K OpraHaM MaJioTo Ta3a MOKET OBITh UCIIOJIb30BaHO MoNokeHue 1o TpennenenOypry. s
paboThI HA OJTHOM M3 CTOPOH MOKET OBITh UCIOJIB30BaH KOHTpJATEpaIbHBIA HAKIOH crona [12].
[Ipu 5TOM nOJ1 AEWCTBUEM CHUJIBI TSKECTH JOCTUTAETCS OTBEJICHUE MTOABMKHBIX MIE€TENb KUILIEYHUKA
1 0O0JIBLIOTO CaJIbHUKA U3 00JIaCTH ONEpaTUBHOIO BMEIIaTeabCTBA. OAMHAKOBOIO /ISl BCEX CIIy4acB
MTOJIOXKEHHUS ONIEPAIIMOHHOTO CTOJIa HE MOXKET OBITh peKoMeH0BaHo [6; 12; 83; 103].

Cocmag u pacnonosicenue onepayuoHHou o6puzadnl

IIpy BBITOJIHEHMM JIAIAPOCKONIMM Yy JETEHd Ha BHYTPEHHHUX OpPraHax penpoLyKTUBHOMU
CHCTEMBI HJIOCKOIMYECKasl ONepalMoHHas Opurana TpaJulMOHHO COCTOMT U3 JIBYX XHPYPIOB:
ONEPUPYIOUIETO XUPypra U acCUCTeHTa-ornepaTopa. Takxke B ONnepaluoOHHOW HaXOIUTCA TPETHI
XUPYpr, HA KOTOPOTO HAKIAIBIBAIOTCS OO0S3aHHOCTH KOHTPOJIS (PYHKIIMOHUPOBAHUS TEXHUKHU 3a
npesieJaMHi CTEpUIIBHOIO ONEPALMOHHOIO MOJIs; IPU HEOOXOAUMOCTH OH MOXET OBbITh ITPUBJICUEH
K YYacTHIO B omepanuu. TpagullMOHHOE pACIOIOKEHHE DSHJIOCKOIMYECKON ONEpAallMOHHON
Opurazpl OKOJIO ONEPAL[MOHHOTO CTOJia MPEJCTABICHO CIEAYIOUIMM 00pa3oM: ONepHpYIOLIHA
XUPYPr U aCCUCTEHT-OIIEPATOp paclojaraloTcs CUMMETPUYHO C JIBYX CTOPOH OT nmauueHTta. [Ipu
3TOM MOHHUTOP C JIAapOCKONMYECKON CTOMKOW pacrnojararTcs co CTOPOHBI aCCUCTEHTA, OJIMKE K
HOTaM MalMeHTa, C MPOTHUBOMOJIOKHOW CTOPOHBI MOXKET OBITh PACHOJIOKEH JOMOJHUTENbHBIN
MOHMUTOp JUIsl acCcUCTeHTa-oneparopa. OmnepalnoHHAs CECTpa paclojaraercsi cO CTOPOHBI
OIIEpUPYIOLIETO XUpypra, Orke K HoraM namuenTa. [1; 13; 20; 38; 43].

[Ipy cuMynbTaHHOM BBITIOJHEHUH TIJIACTUKH HAPY)KHBIX TOJIOBBIX OPTaHOB HOTHU IMAIMEHTA
YKJIaIbIBAIOTCA B Pa3BEACHHOM COCTOSHUU Ha Jepkatenu. [Ipu 3TOM Xupypr, BBIIOJHSIOLIUN
TJIACTUYECKYIO YacTh OTepaIiiy, paciooKeH cuas Mexay oenep mauuenta [1; 12; 35; 44; 80; 91;

99] B ronxoBHol yactu TPAAUIIUOHHO pacCriojiaracTcsa aHCCTC3NOJIOTHICCKAA 6p1/1raz[a.
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Juaznocmuueckuil 3man nanapockonuu

IIpoBenenue onepaTuBHOIO BMEIIATENIBCTBA C IPUMEHEHHUEM JIANIAPOCKONNYECKON TEXHUKU
IIO3BOJISIET IIPOBECTH MHTPAONEPALMOHHYIO JUATHOCTUKY Ha HAYAJIBHBIX JTallax XUPYPrUYECKOro
JICYEHHUS NAlMEHTa, YCTAHOBUTH TPOAKaphl B 3aBUCUMOCTHU OT BBISIBJICHHBIX HAXOJI0K.

Haunbonee moTeHIManbHO OMACHBIM 3TAllOM B IJIAHE BO3HUKHOBEHUS OCIOKHEHUH SBIISIETCS
BXOX/ICHUE B OpIOLIHYIO IOJOCTb W HAJOKEHHE ITHEBMOIEPUTOHEYMa. YCTaHOBKAa II€PBOIO
TpOaKkapa OCYILECTBJISIETCS 110 BEPXHEMY Kparo IIYIOYHOrO KOojbla. TpaJulMOHHBIM HayalloM
IIPOBEICHUS J1alapOCKOIINH SIBJIIETCS HAJIOKEHUE THEBMOIIEPUTOHEYMa C IIOMOILIbIO Uikl Bepema.
HenocraTtkamMu 1aHHOTO METOAA SIBJSIFOTCS. OTCYTCTBUE BU3YalbHOI'O KOHTPOJIS IIPU BXOXACHUU B
OpIOIIHYIO OJIOCTh U OTHOCUTENBHO JJIMTENILHOE BpeMsl, 3aTpaunBaeMoe Ha IIPOBECHUE ITPO0, UTO
CYIIECTBEHHO NpU CIy4yailHOH TpaBMaTHU3allMU BHYTPEHHMX OPraHOB WJIM COCYJOB OpIOLIHON
nojoctu [1; 12; 13; 20; 38; 62].

JInisi IepBUYHOTO BXOXJICHUS B OPIOIIHYIO IOJIOCTh Hambosiee 0e30macHONW METOIMKON
MIPEACTABIISIETCS TEXHUKA "OTKpBITON" Manapockonuu, npeaioxkennas Hassen HM. 1971r [1; 12].
[Ipsimast myHKLKs OPIOLIHOM MMOJIOCTH B HapayMOMIMKAIbHOM 00JaCTH TYOKOHEYHBIM TPOaKapoM
B YCJIOBMSIX JIaNapoIu(TUHIA T03BOJISET UCKIIIOUUTH PUCKH, CBSI3aHHBIE CO «CIIETIBIMY BXOKICHUEM
B OpIOLIHYIO MOJIOCTh U COKpAIaeT BpeMs OT Hayajla Olepaluu A0 OCMOTpa OpIOLIHON MOJIOCTH.
YacTh aBTOPOB YKa3bIBa€T, YTO B CBSA3HM C BO3MOXKHOM HEMOIHON 00IuTEepanueil BHyTpUYTPOOHBIX
KOMMYHHKAIIM Y HOBOPOXXJICHHBIX BXOJ B OPIOLIHYIO MOJIOCTh HEOOXOIMMO OCYIIECTBISATH B
napayMOMINKaIbHON 06JacTy MPUOIU3UTENHHO Ha 2 CM BBIIIE U JaTepalibHee MyMOYHOro KOJIbIIA,
[0 HUX MHEHMIO, HCIOJb30BAHWE JAHHOHW METOAMKHU TO3BOJUT MHCKIIOYUTH BO3MOXKHOCTD
MOBPEXAEHUs] MynouyHbIx cocynoB [84; 101; 103]. HamoxeHue mnHEBMONEpUTOHEYMA
PEKOMEHI0BAHO OCYILECTBIIATH B IIpesenax OT 7-8 MM pT. CT. Y HOBOPOKIEHHBIX A0 10-12 MM pT.
CT. y JeTei crapuiero Bo3pacrta. IIpeBblllleHHE yKa3aHHBIX LU(pP MOBBIMIACT TPeOOBaHUS K
aHEeCTE3MOJOTHYECKOMY MTOCOOMIO, TaK KaK YMEHbIIAETCs] BEHO3HBIM BO3BPAT 110 CUCTEME HUKHEN
MOJION BEHBI M BO3PACTAET MPOTUBOICHCTBHE dKCKypcun nuadparmel [52; 84; 103].

OCHOBHBIMH 33/1ayaMH Ha JTMarHOCTUYECKOM 3Talle JIAApOCKONMUHU y AETEW C FOHaJHBIMU
dopmamu HapyuieHus (GOPMHPOBAHUS TOJIA SIBISIOTCS: YTOUHEHHE HO30JOTMM 3a00JIeBaHUs,
BHU3YyaJbHOE UCKIIIOUEHNE MATUTHU3AIMY TaTOJIOTMYHBIX TOHA/T U HAJTMYMSI METaCcTa30B, BISBIICHUE
COITYTCTBYIOIEH MaTOJIOTUH, KOHTPOJIb YCTAHOBKM MaHUMYJISIIMOHHBIX TpoakapoB [1; 10; 23; 47;

62; 83; 89; 103]
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Pacnonoscenue nanaponopmos.

YcTranoBka MaHUYJSUOHHBIX TpPOaKapoB MIPOU3BOUTCS B YCIIOBUSAX
TPAHCIIOMUHUCLIEHIIUU TIepelHel OpIOIIHON CTEHKU JIallapOCKOIOM, YTO IO3BOJIAET HM30€KaTh
MOBPEXJICHUSI ~ MOJKOXKHBIX ~ COCY/IOB.  YCTaHOBKAa  MaHUMYJSIIMOHHBIX  JIAlIApOTOPTOB
OCYIIECTBIISICTCA IO/ BU3yalbHBIM KOHTposieM. Hanbouee yacTo Juist 1ocTyma B OpPIOIIHYIO MOJIOCTh
OIMCHIBAETCS UCIIOJIb30BaHUE TPEX JAMaponOPTOB: OJUH JJIsl ONTHKU U 2 MaHUNYJISIUOHHBIX [ 1;
13; 43; 62]. OgHako BCTPEUYAOTCA OMMCAHUS TEXHHUKHU JIAMAPOCKONMMWYECKUX BMENIATEIbCTB Ha
opraHax Majoro tasa ¢ ucrnosib3oBanueMm 4 nanapornoptoB [58; 64; 83]. Ilpu s3Tom aBTOpamu He
copMynHpOBaHbI YETKHE TIOKA3aHUS K YCTAHOBKE JOMOJHUTEIHHOTO TPOAKapa.

TpaguIMoHHO MaHUMYISIIIUOHHBIE TPOAKAPHl yCTAHABIMBAIOTCS CHUMMETPUYHO B HUKHHUX
OOKOBBIX KBaJpaHTax mepeaHeil OpromrHol cTeHku. [lo maHHBIM OOJBIIMHCTBA aBTOPOB, TAKOE
pacIoyio’KeHNe J1arnaponopToB ONTHUMAJIbHO M JOCTATOYHO IPH BBHIMOJTHEHUH XHPYPTUYECKOTO
mocoOust B JAHHOM rpyrine nanueHToB. [10 BO3MOXKHOCTH yroi Mexay pabounMu HHCTPYMEHTaMHU
co3maercs Ommskum k 90° [1; 13; 84]. Ilpm HEoOXOIUMOCTH HaJ JIOHOM YCTaHABJIUBAIOT
JOTIOTHUTENBHBINA Tpoakap. [loka3aHHsIMH K €ro YCTaHOBKE MOTYT SIBJISITHCS OOJBIIME Pa3Mepbl
MAIMEHTa ¥ BRIPAXKEHHOE PA3BUTHE CIIOS MTOJAKOKHO-)KUPOBOHM KIIETYATKH, YTO OCIOXKHSIET padoTy
WHCTPYMEHTOM, HamOojiee yJaJeHHBIM OT 30HBI OIEPATUBHOTO BMEIIATEIbCTBA, a TaKXKe
HEOOXOMMOCTh BBEJICHUS JIOTIONHUTEILHBIX WHCTPYMEHTOB [1]. YV HOBOPOXIEHHBIX, C y4ETOM
obecriedeHnss ya00CTBa MaHMITYJUPOBAHMsS, BCIEACTBUE MaJoro odObema OpIOLIHON MOJNIOCTH
Tpoakapbl IPUXOAUTCS pacHojaraTh BbIIE TUITUYHBIX MECT, BIUIOTh A0 o0nacTH noapedepuii [84;
101].

1.6.3. AkTyaabHble MOAXOAbI ONpedeleHUs] TAKTHKM W 00beMa ONepaTHBHOIO
BMeEIIATE/IbCTBA B JICYEHHH /1eTell ¢ HAPYLIeHUSAMH 101080 1ud depeHHPOBKH.

IIpu BbIOOpE TAaKTUKU JIeUEHUs OOJIBHBIX C HapyIIEHUSMM MOJIOBOM UG (hEepeHIMPOBKU
PEKOMEH/I0BAaHO PYKOBOJCTBOBAThCSA MOJOXKEHUSIMU MexayHapoaHoro KoHceHcyca 2006r,
npuHsToro EBporelickuM nu AMepukaHCKUM OOIIECTBOM JAETCKUX 3HAOKpuHOOroB [76; 77]. Ilo
MHEHHMIO a0COJIOTHOTO OOJIBIIMHCTBA aBTOPOB, NPUOPUTETHBIM HANPABICHUEM XUPYPTrHYECKOU
TaKTHKH JICYSHUS TAIIMEHTOB C HApYIIECHUSIMU MOJI0BOM AU pepeHnpoBKY SABIsSETCS yCTpaHEHUE
HECOOTBETCTBHSI MEXKIy ICHUXOCOIHAIBFHBIM M OHOJOTMYECKHM MOJaMH. TaKTHKa MpOBEACHUS
OTIEPaTUBHOTO TOCOOMST BBICTPAWBACTCS WCXOMAS U3 YCIOBHUS JIOCTOBEPHOTO MCKITFOUEHHS pPHCKa
Pa3BUTHs HEOIUTACTUYECKOro Mpoliecca. B ocTambHBIX ciiydasx o0bEM OIEpaluu ONpeaessieTcs
BO3MOKHOCTBIO COXpaHEHHUs (epTWIbHOCTH TmanueHTta. [lmaH Xupypruueckoid KOppeKLUH

MPEACTABICHHBIX ~ AHOMAJIMM  OPraHOB  PENPONYKTUBHOW  CHCTEMBI  COCTaBIIIETCS  Ha
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JOONIEPAllMOHHOM ~ JTarme, WCXOAs W3 BCECTOPOHHEro OOCJIEIOBaHMS MAIMEeHTa, OJHAKO
JIOTIOJTHUTEIBHBIC JTAHHBIE, TI0JIy9aeMble HHTPAOIIEPAIIMOHHO Ha dTane 0030pHOM JanapoCKOINH,
MOT'YT OKa3bIBaTh CYIIIECTBEHHOE BIUSHUE HAa 00beM IPOBOIMMOM onieparuu. [4; 10; 17; 25; 26; 29;
31; 32; 33; 34; 40; 48; 54; 60; 64; 66; 68; 70; 76; 77; 80; 84; 87; 94; 105].

[IpoBeneHHBIN HAMH aHATH3 MUPOBON HAYYHOH JIUTEPAaTYphl OOHAPYKHUBAET CYIIECTBEHHBIE
OTJINYUS TAKTUYECKUX IIOJXOJ0B, MPUMEHSEMBIX PA3IUYHBIMH KOJUICKTUBAMH aBTOPOB IIPH
MPOBEACHUN XUPYPTUUECKOTO JICUCHUS B CXOXKHMX T'PYIINAxX IMalMEeHTOB. J[aHHOE IMooKeHue Jem
00YCIIOBJICHO Pa3IMYHON OIICHKOW 3HAYMMOCTH WHTPAOIEPALMOHHO B3BEIIMBACMBIX KPHUTEPUEB,
OTPENEIAIONINX TIOKa3aHUsI K MPOBEACHHUIO OMNepali B TOM WM HHOM oObeme. K Takum
KpUTEPUSIM OTHOCST BBIABIIAEMble MOPGHOPYHKIIMOHATBHBIE OCOOEHHOCTH U PACHOJIOKEHUE
TOHAAJLHON TKaHW, HAJIMYWE IPU3HAKOB Pa3BUTHS HEOIUIACTHYECKOrO IpoIecca, CTEICHb
JUCIUJIA3UM JICPUBATOB MIOJUIEPOBBIX MPOTOKOB M MOTPEOHOCTH B MPOBEICHUHM CHUMYJIbTaHHBIX
onepaunuu.

[Ipu ompeneneHWy TAaKTHUKU ONEPATUBHOIO JICYCHHUS B OTHOIICHHH TOHAJAIBHOM TKaHU
OO0JIBIIMHCTBO HAYYHBIX KOJUIEKTUBOB PYKOBOACTBYETCS (POPMOIA AMCTEHE3a, CTENIEHBIO 3PEIOCTU U
BBIPKEHHOCTHIO (DYHKIIMOHAJIBLHOW aKTHBHOCTH, a TaKkKe HAJIMYUEM MPU3HAKOB MaIUTHU3AIUU.
OnHo3HAaYHBIE MOKAa3aHUS K TOHAJIPKTOMHH BBICTABIISIIOTCS B ClIydae ONPEICICHUH TOHAaIbHOM
TKaHU, TMPOTUBOpEYAIECH OIPEACIICHHOMY IOJIy BOCIUTAHMS TAIMEHTa, BHE 3aBUCUMOCTH OT
CTEIIEHU €€ 3PEJIOCTH, B CBA3U C PUCKOM MATOJIOTMYHON rOpMOHaIbHOM cekpennu. [Ipu sTom, ecnu
TOHa/lajibHAsg TKaHb MMEET NMPU3HAKUA MEPCUCTEHLHUH HE3PENIOro KJIETOYHOrO KIIOHA, aBTOPCKHUE
KOJUUICKTUBBI CXOJISITCS BO MHEHUHM HE0OXoaumocTh e€ ckopeiiero yganenus [10; 16; 25; 30; 32;
33;34;47,48,49;52;54; 57, 59; 65, 70; 73; 80; 87; 88; 95, 98; 101; 102; 105]. Ognako oTMeqaroTCst
pPacxoKJeHUs MpPU PACCMOTPEHUU BOIIPOCa O CPOKaxX MPOBEJEHHUS OINEepaluu M0 YyJaJICHUIO
OTHOCHUTENILHO XOpOIIO c(hOPMUPOBAHHBIX TeCTUKYN y marueHToB ¢ CAIS, opueHTHpOBaHHBIX B
JKEHCKOM T10JI€. DBOJIBIIMHCTBOM aBTOPOB PEKOMEHJOBAHO IPOBOJUTH TECTUKYIIKTOMHUIO B
HanOoJyiee paHHUE CPOKM TIOCTE YCTAHOBJIECHHUS JMArHO3a C IEJbI0 MPOPUIAKTUKH Pa3BUTHS
HEOIIACTUYECKHX MPOIECCOB U UCKIIIOUEHUS yOepTaTHOM BUPMIIM3AIMH TAllueHTa. JloCTyITHOCTh
3aMECTUTENHHON TEepaluu ACTPOTEHAMHU TIO3BOJISET JOCTHUYh aJeKBATHOM (eMUHHU3AIUN
BOCITUTHIBAEMBIX B KEHCKOM IT0JI€ TTallUeHTOB. JIaHHBINA MTOAXO0/ TaK)Ke MO3BOJISIET HUBEITUPOBATh
TICUXOJIOTHYECKUE TMPOOJEeMbl y TAIMEHTOB J>KEHCKOTO II0Jla BOCHUTAHUSA, KOTOPHIE MOTYT
BO3HUKHYTh NPH OCO3HAHWU NMEPCUCTEHIMU y HUX TecTukyn [57; 65; 74; 80; 90; 105]. Yacte
aBTOPOB YKA3bIBAIOT, YTO MO TPEOOBAHUIO MAallMEHTAa W/WIHA €0 MPECTaBUTENeH MPH CUHIAPOME

TECTUKYJIAPHOM (QEeMUHH3AUU OIlepanusi MOKET ObITh OTJIOXKEHa [0 IOHOCTU B CBSI3U C
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OTHOCUTENIbHO HHU3KMM PHUCKOM MAaJMTHU3AIMU JUCTONUPOBaHHBIX ToHan [76; 77]. B
MPE/ICTaBJICHHOM Hay4YHOM JHUTepaType B OOJBIIMHCTBE HAOMIOACHUNH TMPU MPOBEICHUU
TFOHAIPKTOMHMH MALUEHTOB C CHHAPOMOM HEUYBCTBUTEJIBHOCTH K aHAPOT€HAM YKa3bIBaCTCS
UCIOJIb30BaHME TMaxoBoro jgoctyma [49; 73; 87; 94; 102]. B psame cooOiieHui aKIEHTUPYETCS
BHUMAaHUE Ha BO3MOKHOCTU MPOBEJICHUS JIAMAPOCKOMUYECKON TOHAPKTOMHUH y marueHToB ¢ AIS
MPU COOTBETCTBYIOILIEM BapuaHTe pacnojioxenus tectukyn [30; 31; 58; 80; 90].

B cnydae Hanmuusa y nanueHTa (YHKIMOHAJIBLHO aKTHUBHOW 3peyioil roHalailbHOM TKaHW,
COOTBETCTBYIOIIEH MOy BOCIUTAHUs, peKOMEH10BaHO ee coxpanenue [30; 32; 33; 34; 51; 52; 64;
66; 82; 84; 95; 103]. Y opueHTHPOBAHHBIX B MY>KCKOM I10JI€ TIAIIMEHTOB B CIIy4yae KPUIITOPXU3MaA
WM 3KTOIUU XOPOIIO CPOPMUPOBAHHBIX TECTHKYJ MOKA3aHO HU3BEICHHE T'OHAJ B MOIIOHKY. B
HACTOAIIEE BpeMsl PAIOM aBTOPOB MPOBEACHHE BEHTPOPHUKCAIUH MPU3HAHO HEIP(HEKTUBHBIM
METOJIOM JICUCHHSI, BCJICICTBHE OTCYTCTBUS aJ€KBAaTHOM TPAHCIO3WIIMU TOHAAIBHON TKaHU, YTO
BIIcUYeT 3a co0O0il ee WHBOMONHIO. Takke TpH BEHTpOHKCAMHM SUYKa OTMEYAIOTCS TaKUE
HEJOCTAaTKM KakK: HEOOXOJUMOCTh TOBTOPHOW ONEpalvd, IIUTEIbHBIM OO0JCBOW CHHAPOMOM B
MOCJICOTIEPAIIMOHHOM TepUOJie M HHM3KHH KocMmeTwueckuil addexr [31; 42; 58; 67; 75; 103].
AJBTEepHATUBOM OTKPBITON BEHTpOUKCAIMU AWYKA MPEJIaraloTcs JanapoCKOMHMUECKUe METOIbI
HU3BEJCHUSI TOHAJl, OCHOBAHHBIC HA BU3YAJIHHOM OIPEACIICHUM CTEIICHHM TUCTeHEe3a M YPOBHS
peTEeHIIMU TOHAAbl, YTO B COBOKYITHOCTH C OILIGHKOW pPa3BUTHUSI TECTHUKYJSIPHBIX COCYIOB H
HE0OXOIMMOCTH Kypca TOPMOHAIBHOW TEpamuH TIO3BOJSET OCYIIECTBUTH MOI00DP METOAMKHU
aJIeKBaTHOW MOOWIM3AIMM W TPAHCIO3UIIMU YJOBIETBOPUTEIHHO CHOPMUPOBAHHOTO sUYKka. B
ClIy4yae HEBO3MOXXHOCTH OJHOMOMEHTHOTO TEPEMEIICHUS] TECTUKYJ HCIOJIB3YIOTCS TMOATAIHBIC
METOJIMKHM B COYETaHWU C IPEBEHTUBHON rOpMOHaNIbHOM Tepanuei. [Ipu BeipaxkeHHOM nedunute
Pa3BUTHS TECTUKYISIPHBIX COCY/IOB METOJIOM BBIOOpA MOATAMHOTO HU3BEACHUS SMYEK B MOIIOHKY
apisgercs omeparus Fowler-Stephens, mepBblif sTanm KOTOpOW MPOBOAMTCA C HCIOIB30BAHUEM
nanapockonuu. HwusBenenune suyka B MOIIOHKY MO3BOJIMT CHU3UTh PHUCK MAaJMTHU3AIINH,
Mpe/ICTaBJIeHHON TOHaJaIbHON TKaHU C COXpPaHEHHEM COOCTBEHHOM ropMoHaIbHOU cekpeunu. [Ipu
HEBO3MOKHOCTH a/IEKBaTHOM TPAHCIO3UILIMH TECTUKYJISIPHOM TKAHU y MAIIUEHTOB MY>KCKOTO MOJa
MOCTIEAHSIS TOJDKHA OBITh y/lajeHa ¢ elblo UCKITIoUeHus pucka manurauzanuu [ 10; 30; 31; 32; 33;
34;51; 54; 67, 68; 70; 71; 75; 83; 85; 87; 102; 105].

HaunbGosnee cnoxHBIM SIBIIETCS PEIICHUE BOTIPOCA O COXPAHCHUH TUCTEHETUYHOTO TECTUKYJIA
y TAIMEHTOB MYXCKOI'O T0JIa BOCIIMTAHMS, TaK KaK Ja)K€ MOILIOHOYHOE PAaCHOJIOKEHUE SIMYKa C
MPU3HAKAMU JUCTEHETUYHOTO Pa3BUTHUS YIPOKAEMO MO PAHHEMY PA3BUTHIO HEOIUIACTUYECKUX

nporeccos. [10; 32; 33; 34; 47; 51; 64; 67; 80; 98; 101; 102; 105]. Ouenka npeacTaBICHHBIX B
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Hay4YHOW JIUTEpaType MJaHHBIX O KpPUTEPHUAX, HCIOIb3YEMbIX IIPU pEUICHUU BOMpOca O
1[e1eCO00pPa3HOCTH  COXPAaHEHUSI OTHOCHUTEIBHO  XOPOIIO  C(HOPMHPOBAHHBIX  TECTHKYI,
3aTpyJHUTENIbHA B CBSI3U C OTCYTCTBHEM €JIMHBIX MPHU3HAKOB OMHMCAHUSA TOHAJAIBHON TKaHU Yy
MAIMEHTOB C HAPYIICHUSMU (OPMUPOBaHUS Tojda. B cirydae BBISBICHHS MPU3HAKOB JHUCTCHE3a
TECTUKYJISIPHOM TKAHM PEIIEHHWE O TOHAJIIKTOMHUHU JIOJDKHO IMPUHUMATHCS KOHCHIMYMOM Ha
OCHOBAHHWH MHIMBHUIYAITBLHOTO IOX0/Ia C y4eTOM MHOXeCTBa akTopoB [32; 33; 34; 47; 48, 49; 51;
57; 58; 64; 70; 67; 73; 80; 87; 94; 98; 102; 103].

[Ipu BBISIBICHMM Yy TMalMEHTa >KEHCKOro TIoJla C NpU3HAKaMH HAapYIICHUS IO0JOBOM
U GEepeHIIMPOBKYA  OBApHATBHOW TKaHH TpeOyeTcss MpOBEACHHE MOP(OrHCTOIOTMISCKOTO
U3y4eHUs roHaJ. B nutepaType UMeEIOTCS yKa3aHHUs, YTO MPHU UCKIIIOUEHUH PUCKA TEPCUCTEHINH
Y-coaepiKaIiero KIeTOYHOro KJIOHA B SIMUHUKOBOM TKAHU U CTPEKOBBIX 00pa30BaHUSX MMOCIETHUE
MOTYT ObITh cOXpaHeHbl [29; 84]. JlaHHast TAKTHUKA TTO3BOJISIET CHU3UTh 00BEM MHTPAOTIEPALITIOHHON
TPaBMBI M B HEKOTOPOU CTETICHH COXPaHUTh (DePTHIIbHBIN MOTEeHITMA NanuenTa. OOImenpuHITHIM
SIBJIICTCS TIOJIOKEHUE, YTO MPH BBISBICHUH Ha JIAIAPOCKOIMH B OPIOIIHOM ITOJIOCTH CTPEKOB, B
COYETAHMM C HaJM4YMeM B KapUOTHIIE TMAalUeHTa Y-XPOMOCOMBI, TIIOKa3aHO yaJeHHE
COEIMHUTEIIbHO-TKAHHBIX MOJIOCOK B CBS3H C BHICOKUM PUCKOM UX MalUrHU3aMu. B 3ToM ciydae
TOHAJAIBHBIC TSHKH MOTYT OBITH yJAJCHBI 0€3 MPEeIIIeCTBYIONICH OWOICHHU, BBUIY MX MAJION
(YHKIIMOHATBHON 3HAYMMOCTH. BHOICHS COEIMHUTETHbHO-TKAHHBIX CTPEKOB IOBBIIIAET PHCK
Pa3BUTHS TUCTEPMUHOMBI WM FOHaA001acToMbl Ha 25-50% [84].

B psine Hay4HBIX MCTOUYHHUKOB MPUBOJUTCS TMOJIOKEHHE O IIeIECO00Pa3HOCTH MPOBENCHUS
OJITHOMOMEHTHOM TOHAJPKTOMHUH Yy MAIMEHTOB C HAPYIICHUSMHU TOJI0BOU AU PEepeHIIUPOBKH MpH
BBISIBIICHUM MAJIMTHU3AIMK TOHAJAJBHOW TKaHU U OTCYTCTBHHM TMPU3HAKOB PaCHpOCTpaHEHUS
Heorutactuueckoro mpouecca [40; 50; 80; 94; 98; 105]. OnHako yacTh aBTOPOB BBICKA3bIBAIOT
MHEHHE 0 HeoOxomumocTu nuddepeHIupoBaHHOTO MOIX0a K PACHIMPEHHI0 00beMa OIepariu
MPU BBISIBICHUW TEYCHHUS HEOIUIACTUYECKHX IPOIIECCOB B TOHAJAIBHOW TKAaHU M O BO3MOKHOM
HEOOXOIUMOCTH TPOBEACHUS TMPEBEHTHBHON PagMO-XUMHUOTEPAUU Tepe]] OCHOBHBIM 3TarioM
XUPYPrUUecKoro JeueHus: aHoMamuil moioBoi nuddepenuposku [6; 62; 73; 102].

OTHOCHUTENBHO JIEPUBATOB MIOJIJIEPOBBIX MPOTOKOB Y OPUEHTUPOBAHHBIX B KEHCKOM I10JIE
MalMeHTOB, B HACTOAIIEE BpEMs TMPOCICKUBACTCS TEHJCHIMS K BBHIIIOJIHCHHIO MeEHee
TpaBMaTHYHBIX M OopraHocoxpaHstonux onepauuit [65; 80; 97]. CooTrBeTcTBYIOIIEe HAIPABIECHUE
pa3BUTUS  XUPYpPruud  OOYCIOBICHO  BO3PACTAIOIIMMU  TEXHHMYECKUMH  BO3MOXXHOCTSIMHU
JIANapOCKOMUYECKON TEXHUKH, TAKUMU KaK YJIY4YII€HUE BU3yalM3allMd, BCIIEJICTBHE HapacTaHUs

paspelaronux crnocoOHoCcTe KaMep U MOHUTOPOB, MPUMEHEHUE MEHEE TpaBMAaTHYHBIX BHIOB
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SHJOXUPYPrUUECKON SHEPIrHH, HAKOIUJICHHWE OIbITa HAa OCHOBE HAPACTAIOIIEr0 YHCJIAa HAYYHBIX
coobmienuit. OIHaKO YacTh aBTOPOB PEKOMEHAYIOT MCIOJIb30BaTh «PACIIMPEHHbIE) MOKa3aHUs K
YAQJICHHUIO JIEPUBATOB MIOJJIEPOBBIX MPOTOKOB Yy NALUMEHTOB C HApYLWIEHUSMU IIOJIOBOM
Qg QepeHIIMPOBKH BHE 3aBUCUMOCTH OT Toja naiuenta [60; 68]. AprymeHTanueil mpuMeHeHus
JAHHOTO TOJIXO0/1a CIY>KUT MOBBIIICHHBIA PUCK COXPAHEHUS HEBU3YAJIM3UPOBAHHOM MOHAIATBLHON
TKaHU B Cllydae €€ JUCTONHU. B J10Ka3aTrenbCTBO NaHHOMY IOJOKEHHMIO NMPUBOIATCS OMUCAHUS
OTJIENbHBIX CIIy4aeB MAJUTHHU3AIMM COXPAHEHHBIX CTPYKTYp M OOHApyKEHHE HE BBISBICHHBIX B
XOJle OIepalyl JUCTONHMPOBAHHBIX TOHANANBHBIX TKaHEH Mpu MOP(HOTHCTOIOTHYECKOM
UCCIIEIOBAaHUM YAAJIEHHOTO MaTepuara.

B npoTtuBoBec mpakTUKE «PaCHIMPEHHOr0» MOAXO0Aa K yIaJEHHUIO JIEPUBATOB MIOJLIEPOBBIX
MIPOTOKOB y MAI[UEHTOB C HAPYIICHUSIMH (POPMHUPOBAHUS T10JIa HEKOTOPHIE aBTOPCKUE KOJIIEKTUBBI
(bopMHUPYIOT TIOKA3aHUS K M30MpaTebHOM KOPPEKIIMH UMECIOIIUXCSI aHOMaJIMK pa3ButHs [65; 71;
97]. OGoCcHOBaHMEM «IAISIICH» TAKTUKH XHPYPTHUECKOTO JICYCHUS TPUBOIUTCS CTPEMIICHHE
n30exarh pPHUCKAa paHEHUS TOHAMAIBHBIX COCYIOB, KCIAHWE COXPAaHHUTh AHATOMUYECKYIO
ApPXUTEKTOHUKY OPraHOB Majoro Ta3a ¥ YMEHBIIUTh TPABMAaTHUYHOCTh OMEPATUBHOTO MOCOOUS.

Paccmotpenue Bompoca auddepeHIpOBAaHHOTO yAaJeHHUs JePUBATOB MIOJIJIEPOBBIX
MIPOTOKOB Y OPHUEHTHUPOBAHHBIX B >KEHCKOM IIOJIE€ MAIMEHTOB TpeOyeT B3BEHICHHOTO MOJXO/a.
CoxpaHeHre MaTKH y TAIMEHTOB >KEHCKOTO T0JIa SIBJSIETCS 3HAYMMBIM MOMEHTOM B CBSI3H C €€
BBICOKOM IIEHHOCTHIO ISl CAMOMICHTU(DUKAIINH MallMeHTa B )KEHCKOM ToJie. B psizie coBpeMeHHBIX
HMCTOYHUKOB COOOIIAETCs O TPOBEJCHUH OTIEPAIIHii, CBSI3aHHBIX C PEKOHCTPYKITHEH MOJIOBBIX MyTEH,
00€eCIeunBaOIIMX MEHCTPYaIbHYIO PEaKIUi0 Ha (OHE TOPMOHAIBHOW TEparuu, y TaIMeHTOB,
OPUEHTUPOBAHHBIX B JKEHCKOM TIIOJIe, JaXK€ MPU YCIOBUU PE3KOW ITUCIIA3UM MATKH, YTO
crocoOcTByeT OoJee MOMHOM NcUXocoluanbHOU amanTanuu namuenta [4; 30; 32; 57; 80; 101].
Taxxe B HayuHOH NUTEpaType MMEIOTCS yKa3aHHUS Ha COOOIICHHS O ciaydasx OepeMEeHHOCTH B
pe3yibTaTe WCIOJIb30BAaHUS METOJOB BCIIOMOTATEIBLHON DPEMpPOAYKIIMU Yy TMAalMEeHTOB JIaHHOU
rpynisl [50; 69; 81]. OObeKTUBHBIM METOJOM OIEHKH OOOCHOBAHHOCTH COXPAaHEHHUS MAaTKH Kak
oprana, mpeIonpeeNsomero GepTUIbHOCTb, MOXKET CIY)KUTh CTETIeHb JUCIUTa3uu opraHa [25].
Kpurepusmu o1ieHKH CTENEHU IUCILIA3UM MAaTKU MOTYT CIIY>KUTh IMapaMeTphl, TPUMEHSEMBbIE IS
JTAHHBIX IIeJIeH TPU MPOYNX aHOMAJIUSAX PA3BUTHUS MATKW W BIIaraJIMINa, CBS3aHHBIX C MOPOYHBIM
pPa3BUTHEM YKa3aHHBIX CTPYKTYD.

B psime cooOmieHuii BbIpakaeTcsi MHEHHE O TOM, YTO JOCTOBEPHOE IOJIHOE YyHaJeHHE
JTUCTEHETUYHON TOHAJANBHON TKAaHU MOKET OBITh JOCTHUTHYTO TOJIBKO B COYETAHUU C yJIaTCHUEM

npuaaTkoB Matku [65; 68]. [lo MHEHHIO aBTOPOB, MPOBEACHUE M30JIMPOBAHHON T'OHAJPKTOMUU
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BJICYET HEOOOCHOBAHHOE IIOBBIIICHUE PUCKOB DPAa3BUTUS HEOIIACTUYECKUX IIPOLIECCOB.
VYka3bIBaeTcs, 4T0O 0COOEHHOE 3HAUEHHE aIHEKCOKTOMUS IPUOOPETAET B Cllydae, €M TOHaJalIbHas
TKaHb yIJWHEHA U 3HAYUTEIIbHO MPHOIMKeHa K GayutonueBoi Tpyoe [68; 70]. Manas 3HaYMMOCTh
coxpaHeHHs (ayuonueBbIX TPyO OOYCIOBIMBAETCS BO3MOXKHOCTBIO TPHUMEHEHHS METOJIOB
HKCTPAKOPIIOPATLHOTO OIUIOAOTBOPEHUS ISl BHYTPUMATOYHON MMIUIAaHTaUMU SMOproHa. OgHako
B JIMTEpaType OOHAPYXHBAETCS pPAJ MHEHUH O HEOOXOAMMOCTH MPOBEICHMS Yy MALUEHTOB C
HapyLEeHUsIMU 10JI0BOH TG GepeHIMPOBKY TOHAIPKTOMUM C COXpaHEHHEM (alllIONUEBBIX TPYO, B
CJIy4ae €CJI 3TO HE CTaBUT IOl YIPO3y BO3MOKHOCTB ITOJIHOTO YAaJIeHUs TOHalalbHON TKaHU [65].
HuddepeHunpoBaHHbI  MOAXOM K paCIIUPEHUI0 o0beMa omepanui  0OOCHOBBIBACTCS
IICUXOJIOTHYECKUM KOM(OPT MalLMEHTOB M COXpaHEHUEM C(HOPMUPOBAHHOM apXUTEKTOHUKU
OpPraHoB MaJloro Ta3a, HEOOXOIUMOCTbIO CHID)KEHHUS YPOBHS OIEPALlMOHHOM TpaBMbI, a TaKkKe
CHIDKEHHEM  pPHUCKOB  IIOCJIEONEPAIMOHHBIX  OCJIOKHEHUH U YKOPOUEHHEM  CPOKOB
BOCCTAaHOBUTEJIBHOIO IIEPUOAA.

OaHMM W3 TEpPCHEKTUBHBIX HANpaBICHUM B TAaKTUKE XUPYPrU4YECKOro JIEUEHUs
OPUEHTUPOBAHHBIX B JKEHCKOM I0JI€ MAIMEHTOB C OBOTECTUKYJSpHOW (opMoil HapylieHus
110JI0BOM MG (GEpEeHIIUPOBKU CUUTAETCS BBIACICHUE OBAPHAIBHONW YAaCTH U3 OBOTECTUKYIISPHOMN
roHazsl [26, 84]. B Hacrosiiiee Bpemsl OTHAJIEHHBIX PE3yJbTaTOB HAONIOAECHUS 3a MalUEHTaMU
JAHHOM Tpymmsl B HAy4yHOM JIMTEpaType HE  IPEACTABICHO, OJHAKO, OIMCaHHE
naToMOp(OJIOTHUECKOr0 CTPOEHHUsS] JaHHOW OBOTECTHCAa B OOJIBIIMHCTBE CIIy4aeB COJEPKUT
yKa3aHuss Ha ero MopGo(yHKIMOHAIBHYIO HENOJHOLEHHOCTh W KakK CIEJCTBHE HHU3KYIO
(YHKIIMOHATBHYIO 3HAUUMOCTH [65; 88; 90; 98].

[Ipn HapymeHusXx Mon0BON nudPepeHIupOBKH TMPOBENIECHNUE CUMYJIbTaHHBIX ONEpaLUi
CUMTAETCs TOTHOCThIO omnpaBAaHHbIM [4; 12; 30; 32; 33; 34; 35; 44; 55; 80; 84; 89]. Haubonee
4acTO BCTPEYAETCSl OMMCAHME COYETaHHS OCHOBHOIO 3Talla ONEPaluU C JIANapOCKOMMYECKON
IJIACTUKOW TIIyOOKOrOo TaxoBOro Kousiblia. Takke B HEKOTOPHIX CiydasX IPOBOJUTCS
OJIHOMOMEHTHAs IJIACTHKA HAPY>KHBIX MOJIOBBIX OPraHOB MO MY)KCKOMY HJIHM KEHCKOMY THITY [42;
57; 73; 87; 95; 99]. CBoeBpeMeHHas MJIACTHKA HApY>KHBIX MOJOBBIX OPraHOB TECHBIM 00pa3zoM
COIpsDKEHa C TUIACTMKOM HCTAlbHBIX OTJENIOB MOYEBBIX MyTeH, 4To obOecreuyuBaeT Hambosee
MOJIHYIO COLIMAJIbHYIO aJalTalluio0 MAl[MeHTOB U OINpe/essieT 3HaYUTeNIbHOE TIOBBIIIIEHHE KaueCcTBa
xu3HU [42; 99]. CuMynbTaHHOE BBINIOJHEHHNE MJIACTUKU HApYKHBIX MOJIOBBIX OPTaHOB BJIEUET 3a
cOOOi CHIKEHHE CYMMAapHOM XHPYPrHUECKOW arpeccuy, pPaHHIOK COLMAIBHYIO aJanTaluio
MaIMeHTa, CHWKAeT PHUCK ICUXOJIOTHYECKOH TpaBMbl. OJHAKO HEOOXOAMMO YUYUTHIBATh, YTO

COIMYTCTBYIOIIMEC BPOKACHHBIC ITOPOKU PA3BUTUA, BCTPCHAIOIMIUECA TPUMEPHO B YCTBECPTHU CITyHacCB
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HaOII0ACHNH, TPEOYIOT OTAEIBHOIO ONEPATUBHOIO JICYEHHUSI B CTAI[IOHAPAaX COOTBETCTBYIOIIETO
npoduIIs, 3a4acTyIo MOCJE MPOBEICHUS CICU(PUISCKON TpeIonepaliMOHHON MTOATOTOBKH [4].

1.7. 3akii0ouenue mo 0030py JUTEPATYPHI.

AHanu3 JAaHHBIX OTEYECTBEHHOW W 3apyOeKHOW JHMTEpaTyphl MO MpoOJieMe AUCCepTaluu
II03BOJISIET OCTAHOBUTHCS HA HEKOTOPBIX MOJIOKEHUSAX:
1.  OrMmeuaercsa oOmas KOJUYECTBEHHAs HEJOCTaTOUYHOCTh COBPEMEHHBIX COOOIEHUH,
MOCBSIIEHHBIX MpOOJieMe JamapoCKONMMUECKON TaKTUKH XUPYPrHUECKON KOPPEKIMH aHOMAaluil
BHYTPEHHUX OPTaHOB PENPOAYKTHBHON CHUCTEMBI Y MAI[EHTOB C HApyIIEHUSIMH (POPMUPOBAHUS
nona. [IpeacraBieHHbie B HAyYHOU IMTEpaType COOOIICHNS B OOJBIIMHCTBE CIIy9aeB OCHOBAHBI HA
Majiol BHIOOPKE 3a ITUTENbHBIN CPOK WM MPOBOIATCS B MpeesiaX OJHOM crennaibHocTu. Takoe
MOJIOKEHHUE JeNl MPEMSITCTBYET OOBEKTUBHOMY OTPAXXEHUIO MPOOJIEMBbl JIanapoCKOMUUYECKOi
KOPPEKLIMA AaHOMAJIMKA OPraHOB PENPOAYKTUBHOM CHCTEMBI Yy JI€T€d C HapyLIECHUsSMH I10JIOBOM
Qg epeHITPOBKH.
2.  DBonbImIMHCTBO MPEJCTABIEHHBIX COOOIIEHUI 3a4acTyl0 HE YUUTHIBAET COBPEMEHHBIX
BO3MOJKHOCTEH J1alapOCKONMMYECKOW XUPYPIHM, TaKUX KakK IOBBINIEHHOE BHUAECOpa3pelieHuEe M
MIPUMEHEHHE COBPEMEHHBIX NMPUOOPOB KOATYJISIUHU, YTO MPUBOAMUT K PACHIMPEHUIO MMOKA3aHUN K
BBIIIOJTHEHUIO PaJMKAJIbHBIX onepauuid. [IpoBeneHne paciivpeHHbIX ONepanuil B 4acTH CIydacB
HaOJIIO/IEHUH MOXET CHU3UTHh (DEPTHIIBHOCTHh MAallMe€HTa U 3aTPYJHUTH €ro NCUXOCOLHAIbHYIO
anantanuto. Hanmpotu, B paboTax MOCIeIHUX JI€T OTMEYAaeTcs TEHJCHLHS K IPOBEICHUIO
OpPraHOCOXPAHSIOIIMX OINEpaluii Ha BHYTPEHHHUX OpraHax penpOJyKTHBHOW CHCTEMBI y JIE€TEH ¢
HapyLIEHUSIMHU 10JI0BOM U HepeHIIMPOBKH.
3. Octaércst OTKPBITBIM BOIPOC BO3PACTHBIX OTPAHUYEHHM HCIIOJIb30BAHUS JIAMAPOCKOIUU Y
JeTeil ¢ HapylIeHUsIMH MoJoBOH auddepeHurpoBKU. B OOJBIIMHCTBE TPYJOB aBTOPHI HE
MOPA3JEIAI0T TPYNIbl OINEPUPOBAHHBIX IIalMEHTOB IO BO3pacTaM, B pAle CIydacB
OTPaHUYMBAIOTCA JIMIIb BO3PACTOM IPOBEJIEHUSI OCHOBHOI'O 3Tala ONepaluy, YTO MPEMsTCTBYET
aHAJIM3y MCMOJIb3yeMONM HMHM TaKTUKM MO3TAalHOTO JIeUEHHUs TMAalMeHTOB C HapylLIeHUSIMHU
¢dbopmHpoBaHUs NOTIA.
4. B Xone aHanm3a COOTBETCTBYIOIIEH IUTEpaTypbl HaMH He ObUIO BCTPEUYEHO AETAIbHOTO
OMMCAaHUS HCIIOJIb3YEMbIX aBTOPAMHU TAKTHUECKHUX TMOJXOJOB M METOJUK BBIOJIHEHUS
XUPYPrUUecKOro 1mocoOus MalnydeHTaM ¢ HapylmeHUsMH (OpMHUPOBAHMS 1OJa B 3aBUCUMOCTU OT
aHaroMHuyeckoi (hopMel mopoka. He onpeaeneHs! nokazaHus K MHTpaoNepaliiOHHOMY ITPOBEICHUIO
O6uoncun roaganbHoN TKanu. OOpaiaeT Ha ceOs BHUMAaHUE OTCYTCTBUE OMMCAHUS UCTIOIb3yEeMBbIX

aBTOpaMU KpUTepHeB N0 (HOPMUPOBAHHIO MOJX0AA K 00bEMY ONEpaliH.
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5. B paccMOTpeHHBIX JUTEpAaTypHBIX HMCTOYHHUKAX OTMEUAeTCs O00Ias yHAOBIECTBOPEHHOCTH
ABTOPOB  pe3yJbTaTaMHM  JIAIAPOCKONMMYECKHMX  BMemaTelbeTB. Cpeau  IpelCTaBICHHBIX
HaOJII0JICHUH OTMEYCHBI CIMHUYHBIC ClIydad, a B OOJIBITUHCTBE COOOIICHHIA MOJIHOE OTCYTCTBHE,
WHTpA- U MOCICOMEPAIIMOHHBIX OCIOKHEHUH. Takke oTMedaeTcs, 4TO BO3MOKHOCTh MTPOBEICHUS
XUPYPrUYECKOro 3Tarna JEUYCHUs B MOJHOM 00beMe C BRICOKMM KOCMETHYECKHM 3PHEKTOM UMEET
0COOCHHOE 3HAYCHHE B IPYIIINE MAIMEHTOB ¢ HAPYIICHUSIMH ITOJI0BOM T (epeHITUPOBKH.

B Hamreld KJIMHHMKE HAKOIUICH 3HAYMTEIBHBIA OIBIT XHPYPIHUECKOIO JICYCHHUS JETeH ¢
HapYIICHUSIMUA TI0JIOBOU MU PEPEHIIMPOBKH, YTO B COYETAHHHM C HEOOXOAMMOCTHIO aHaIHM3a H
BBIPA0OTKH ONTUMATHHOW TAKTHKH OIEPATHBHOTO BMEIIATEIBCTBA IMPUBEIO HAC K BBIMOJTHCHHIO

JaHHOI'O UCCIICAOBAaHUA.
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TI'JIABA 2
MarepuaJjbl 1 METOAbI

2.1. O0masi XapaKTepUCTHKA IPYIINbI MAIUEHTOB.

B ocHOBe pabOTHI JIEKUT aHAIM3 TPYIIbI, BKIIOYAIONIEH JaHHBIE O 86 MaIMeHTax C
HapyUICHUSIMH TOJIOBOH nuddepeHmpoBkr B Bo3pacTe oT 4 mecsieB 10 18 1eT ¢ OKOHYCHHBIM
CllydaeM JIamapOCKOMMYECKONM KOPPEKIMH aHOMAIUi OpPraHoB pPENpPOJYKTUBHOM CHCTEMBI.
HccnenoBanue mpoBoIuIoCch Ha KiMHUYeckux 0azax M3amaiinosckoii JII'’Kb, Mopo3zosckoit JII'Kb
u ®ray «HMHULB3» ¢ 2004 no 2014 roa. Kpureprem BKIIOUEHUS B MCCIEAOBAHUE CIYXKHUIIO
HaJqu4yhe  TOJATBEPXKICHHOTO  3a00JieBaHUs,  CBSI3aHHOTO C  HAPYIICHHEM  IOJIOBOM
nuddepeHIIMPOBKU U MPOBeIeHUE JIe4eOHO-TMarHOCTUYECKOTO dTara JanapoCKONUHU Ha OpraHax
PENpPOAYKTUBHOM cucTembl. U3 ucclie[oBaHNs UCKIIOYEHBI aHOMAJTUU Pa3BUTHS, IPH KOTOPBIX HE
OTMEUYAJIOCh HECOOTBETCTBUS OCHOBHBIX KOMIIOHEHTOB OHOJIOTMYECKOro monia. Takke wu3
uccienoBanus HCKiIoUeHbl Gopmel DSD, TpeOyromue orepaTHBHOTO JICYCHUS 3a IpeaeiaMu
masoro Ta3a (B/IKH) u ropmMoH-mipoyipyromiye onmyxoJiu.

B mpencraBnenHom HaOmonenun 38 (44,19%) manueHTOB NpU  POXKACHUU OBLIH
3aperucTpupoBaHbl B My»)ckoM moje. B 3 (3,49%) cinydasx, ¢ ydeToM peKOMEHJAIUi Jieyalnx
Bpauell, OCHOBaHHBIX Ha BCECTOPOHHEM OOCIIEAOBAHWUU MMAIMEHTA, POJUTEISIMH OBLIO TPUHSTO
pelieHrue 0 CMEeHe ToJia BOCIUTAaHUS PEOCHKA C MYXKCKOro Ha xkeHckuil. B 4 ciyuasx (4,65%)
3aIOKYMEHTUPOBAH OTKa3 POJAUTENEH OT PEKOMEHIYEMOW CMEHBI MYKCKOTO I0Jia BOCHUTAHUS
pebenka. Takum oOpasoMm, B mpencTtaBieHHoM HaOmonenuun 35 (40,70%) mnamnueHTOB
3aperUCTPUPOBaHbl B MykKCKOM moje u 51 (59,30%) manueHt - B xkeHckoM mosie. HeoOxoaumo
OTMETHTh, YTO BONPOC Ha3HA4YeHHs Tojia manueHty ¢ DSD saBmsieTcss kpaiiHe CIOXHBIM U
HYXZIaeTCs B CTPOr0 MHAMBUAYAJIBLHOM MOJAXO0/IE K €ro peuieHuto. [IpaBuinbHoe onpeaenenue nojia
Y TIPOBEJICHHE COOTBETCTBYIOIIETO XUPYPrHUECKOT0 JICUYSHHS MOBBIIIAET Ka4eCTBO KU3HH peOeHKa
Y TIO3BOJISIET MAIIMEHTY HAWIYYIIMM 00pa3oM aJaiTUPOBATHCA B COIMATIBHOM oO1iecTBe. Dopmbl
DSD, npencraBneHHbIe B JAHHOM HCCIIEIOBAaHUN, CyMMHUPOBaHbI B Tadmwuiie 4.

Bcem pgerssMm ¢ aHOManbHBIM CTPOCHHEM OPraHOB PENPOAYKTUBHOM CHUCTEMBI B
MpeIoNepalliOHHOM TIEPUO/IE B 00S3aTEILHOM MOPSAKE MPOBOIUIOCH U3YYCHHE KapUOTHIIA, YTO
CIOCOOCTBOBAJIO OMpe/eeHUI0 ()OPMBI U MPOTHO3a MATOJOTHH M B KOHEYHOM HMTOTE BIHSJIO Ha
TaKTUKY XUPYPTrUYECKOTO JeueHus marreHToB. CyMMapHbIe JaHHBIC PE3YJIbTAaTOB UCCIEIOBAHUS
KapUOTHUIIa Yy TMAalMEHTOB C HAPYHIICHUSMH TMOJIOBOM JU(PPEPEHIUPOBKH B COOTBETCTBUH C

HMeEIOIIEHCs MaTOJIOTUEN B OIIPCACIICHHBIM ITOJIOM IIPCICTABJICHBI B Ta6n1/1ue 5.
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Tabmuma 4. Hozonormyeckue eawHUIbl (HopM HapylieHUH MojJoBoM auddepeHInpOBKH,
MIPE/ICTaBICHHBIC B HAOIIOACHUH

®opma DSD Ho3onoruueckas euHULA KonnuectBo
NMAlHEHTOB
Arenesus rouan 4
Cunnpowm Illepemesckoro-Tepuepa 5
Uwmcras AucreHe3ust SIMIHUKOB 3
Uwncras hopMa AUCTEHE3NH TOHAT
Uwuctas ¢hopMa TUCTCHE3UH TECTHKYJT 3
CuHApOM pyIUMEHTAPHBIX STIEK 5
CwMmerianHas (hopMa JUCTCHE3UU TOHAT 31
OgorectukynsipHas gopma DSD 11
XX-male 2
CUHIPOM MEPCUCTEHIIUH JEPUBATOB MIOJUIEPOBBIX TPOTOKOB 3
Cunapom nedunuTa So-peyKTassl 2
[lomuas popma TeCTUKYISIPHOI 4
CHHAPOM TECTUKYISAPHON (bemmmmsamm
emmmmsanmy Henonnas ¢popma TecTHKYISAPHOI 13
(heMuHU3aIH

Tabmuna 5. CooTBercTBHE KapuoTUNa W (OpPMBI HapylIeHUH MOI0BON U depeHIMpPOBKU
3aperucTpUPOBaHHOMY TOJy NTALIUEHTA

dopma AT CLIT qar CP4 MGD oT XX- AIS PMDS | 5aRD2-
DSD DSD male .
deficien

Kapuotun | M/XK | M/XK M/K M/K M/XK M/XK | MK M/K M/X | MK

30/33 46XY -/4 -/- 3/- 5/- 11/11 3/4 -/- 3/14 3/- 2/-

2/5 46XX -/- -/- -/3 -/- -/- -2 2/- -/- -/- -/-

11 46XY -/- -/- -/- -/- -/- 1/1 -/- -/- -/- -/-
/46XX

1/- 46XY -/- -/- -/- -/- 1/- -/- -/- -/- -/- -/-
/4TXXY

-/1 46XX -/- -/- -/- -/- -/1 -/- -/- -/- -/- -/-
/4TXXY

-/1 45X0 -/- -/1 -/- -/- -/- -/- -/- -/- -/- -/-

-2 45X0 -/- -2 -/- -/- -/- -/- -/- -/- -/- -/-
/46XX

4/4 45X0 -/- -/1 -/- -/- 4/3 -/- -/- -/- -/- -/-
/146XY

-/1 45X0 -/- -/1 -/- -/- -/- -/- -/- -/- -/- -/-
4TXXY

Bcero -/4 -/5 3/3 5/- 16/15 4/7 2/- 3/14 3/- 2/-
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B cooTBeTcTBUY € IOJy4YE€HHBIMU PE3yIbTaTaMU, YCTAHOBIIEHO, YTO Y nanueHToB ¢ DSD B 76
(88,37%) cnydasx oTMeyalach MEpCUCTEHIMS Y-XxpomMocoMmbl B kapuotune. Y 16 (18,60%)
MAIMEHTOB BHISIBJICHBI XPOMOCOMHBIE aHOMaJIHH, ITprueM B 15 ciydasx (17,44% ot oOuiero uncia
MAIMEHTOB) MO3auyHble. B OCTalIbHBIX CilydasX F€HETUYECKHE aHOMAaJIMK OTMEYAJIMCh HA TEHHOM
YPOBHE.

VY 21 (24,41%) nauuenta ¢ DSD BbIBIIEHBI COYETaHHBIE BPOXKIECHHBIE MOPOKU Pa3BUTHUS
OpraHoOB HEPBHOH, CEpJIEYHO-COCYAMCTON, MOUEBBLACTUTEIBHON, KOCTHO-MBIIIEYHONH CHCTEM H
KEITYJOUYHO-KUILIEYHOTO TpakTa. BHIbI COYETAaHHBIX BPOXKIACHHBIX IOPOKOB  PpPa3BUTHS,

OTMEYaBIINXCS Y BKIIOUEHHBIX B UcciienoBanue aerei ¢ DSD, npexncrasnens: B Tabnuie 6.

Tabnuna 6. CoueTaHHbIe BPOXKACHHBIE TOPOKH pa3BuTud y aeteit ¢ DSD

Cucrema opraHoB Bun anomanuu Yucao Bceero
NaleHTOB
[Iponarc MuTpanpHOTO KiIaraHa 3 8(9,30%)
JononHuTenbHas Xopaa KilanaHoB 4

CepaedyHo-cocyiucTasi cucremMa | cepamna

OTKpBITOE OTBEPCTHUE APTEPUATIEHOTO 1
MPOTOKA
BoponkooOpasnas nedopmanus 1 5(5,81%)

rpyaHoi xierku I crenenu

KocTHO-MBIIIIEYHASA cCUCTEMA

Ckomnnos II-I1I crenenu 3
Cuupaxtunus 111 - IV naneues xuctu 1
N MerakonoH 1 1(1,16%)

Kemyno4HO-KUIIIETHBIA TPAKT

OAHOCTOPOHHS Ta30Bast TUCTOIHUS 1 5 (5,81%)

IIOYKHU

OAHOCTOPOHHSS areHe3us MoYKu 1
MoueBbIeIUTEbHAS CUCTEMA

ITogxoBoOOpa3Has mouka 1

Y 1BoeHHE BEPXHUX MOUYEBBIBOISIIIINX 2

myteit (BMII)

0
HepeHas cucTema Opraanueckoe nopaxenue [THC 2 2 (2,33%)

Y NanueHToB JAaHHOM TPYINIBl PETYJISPHO OTMEYAKOTCS MHOXECTBEHHBIE CTUTMBbI
nu3aMOpuorenesa. B naru ciaydasx (5,81% ot ob1ero yrcna naieHToB), y HallMeHTOB, UMEIOIINX
KJIETOYHBIN IyJ1 ¢ XpOMOCOMHBIM HabopoM 45X0, onucanbl MpU3HAKU JU3MOP(HUH, CBOIICTBEHHbBIE

cunzpomy llepemesckoro-TepHepa.
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VY 10 (11,62%) nauuentos ¢ DSD nmMerorcs ykazaHus Ha OTATOLIEHHBINA CEMEMHbBIN aHAMHE3,
CBSI3aHHBIN C aHOMAJIbHBIM Pa3BUTUEM IIOJIOBBIX MPU3HAKOB U ()YHKIMOHAIBHBIMH HAPYIICHUSIMH
OpPraHOB PpENpONYKTHUBHOH cucteMbl. B 3-X ciydasx B aHaMHe3e HMMEIOTCS JaHHBIE O
ONMM3KOPOICTBEHHOM Opake MexIy OpaToMm M cecTpoi: 2 mapbl BO BTOPOM U | mapa B TpeTbeM
MOKOJICHWU. Bui HapyIeHus OJI0BOro pa3BUTH Y POJICTBEHHUKOB MAIMEHTa U CTENEHb POJICTBA

otpaxkeHbl B Tabmurie 7.

Ta6n1z1ua 7. AHOManIbHOE Pa3BUTHC IIOJIOBBIX ITPU3HAKOB B CEeMEMHOM aHaMHe3¢ MallMeHTOB

Bua natosoruu CreneHn pojacTBa KosnyecTBO NanueHToOB

[TepBuunas ameHopest Ponnas teTs mo maTepuHCKOM 2
muHuM (kapuotun 46XY)

ATpe3us TUMeHa Martsp 1
Cectpa 1
Kpunropxuzm PonHol ns114 10 MaTepUHCKOM 1
JIMHUN
JIBOOPOIHBIN A1 TIO 1

OTHOBCKOﬁ JIMHUH

JBoiictBennoe crpoenne HIIO | Ponnas cectpa / Opar 2
A3zoocrniepmus PonHOM 1511 10 OTLHOBCKOM 2
JIMHUHA

OcHOBHOE BIIMSHME Ha TAKTUKY 00OCJIeI0BaHUS U JieueHus nanueHtoB ¢ DSD okasbiBatoT
BO3pacT TMAalMEHTa, CpPOK IMEepBUYHOro oOpamenus u Qopma mnaronorun. Haunbonee
pacnpocTpaHEHHBIMU IIPUYMHAMH 00CIIeI0BaHuUs MAllMEHTOB HAa IPEIMET BBISIBJICHUS M1aTOJIOTHH,
BxoJel B rpynny DSD, ciayxuino amOuceKkcyalbHOE CTPOCHUE HAPYKHBIX MOJIOBBIX OPraHOB,
3aJiepKKa T0JIOBOTO Pa3BUTUS WIM (OPMHUPOBAHUE TETEPOCEKCYaTbHBIX BTOPUYHBIX MOJOBBIX
MIPU3HAKOB B NMyOepTaTHOM IepHuoje. B mpencraBieHHOM HaOJIOIEHUU HA4aj0 XUPYPrudecKoro
nedeHus nanueHToB ¢ DSD cBs3aHOo ¢ BO3pacToM NepBUYHOT0 00pallieHus B CleHalIn3upOBaHHbBIN
crauuonap. IlepBuunoe oOpallieHre B ClieIIMaTN3UPOBAHHbIN CTAllMOHAP 10 HACTYIUICHUS IIepruoaa
MOJIOBOM caMOMJIEHTH(UKAIUK, TO €CThb B BO3pacTe A0 3-X JIET, JUIsl YCTaHOBJIEHHUS (OPMBI
MaTOJIOTUU U Hauajia JIeYeHUs B MpeAcTaBlIeHHON rpynne otmedeHo y 29 (33,72%) nereit. ¥V 14
JeTel C OTHOCHUTEIbHO NPAaBUIBHBIM CTPOEHHUEM HApYXXHBIX IIOJOBBIX OpPraHOB U IOJHOMN
NICUXOCOIMAJIbHOM ajanTanyell B CBOEM Iojie MaHH(ecT NaToyloruu, cBs3aHHoil ¢ DSD,
OTIpeIeIISAIICS 3aJepAKKON M0I0BOro pa3BuTus win Gpopmuposanuem BIIIT no rerepocexcyanbHOMY

tumny. CpeaHuii Bo3pacT MpOBEICHUSI OCHOBHOTO ATala Olepaliy, CBI3aHHOTO C YAaJEeHUEM WU
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TPAaHCIO3ULUEH JHUCTEHETUYHBIX TOHAJ M KOPPEeKUMEHd aHOMajaud BHYTPEHHUX OpPraHOB
PENpOIYKTUBHOM CHCTEMBI, B NPEACTAaBICHHOM TIpynne HaOmoaeHus cocraBun 7,1 roxa.
IIpencraBnsierca HEOOXOIUMBIM BBIAEIUTH YETHIPE BO3PACTHBIX HHTEPBAA, 0TOOPAXKAIOLIUX CBSI3b
CPOKOB Hauaja XUPYPIUYECKOro JieueHus mnauueHToB ¢ DSD ¢ koMmmeHcaTOpHBIMH U
penapaTUBHBIMU CBOWCTBAMM OpraHM3Ma, a TaKKe IICUXOCOLMAJIBHOW aJanTaldel MalueHTa B

OIIPCACIICHHOM II0JIC.

1 603pacmnou unmepean: nepuoj MiiajieHudecTra ot 1 mecsua 1o 1 roaa.

Boeigenenue maHHOTO nEpUOAa CBSI3aHO C MaJbIMM  aJalTallMOHHO-KOMIIEHCATOPHBIMU
BO3MOYKHOCTSIMH OpraHM3Ma TIalueHTa, YTO NPEAONpeeseT IOBBIIICHHbIE TpeOOBaHUA K
aHEeCTEe3UOJIOTUYECKOMY MOCOOMI0 M METOIUKE OIEpaTUBHOIO BMeIlATeNbCcTBa. Bo Beex ciydasx
IPUYMHON paHHEro OoOpalleHHs K CIeLHUaTUCcTaM CIIYKWIO HaJM4ue HECOMHEHHBIX NPU3HAKOB
DSD, Takux kak ambucekcyainpHoe ctpoerue HITO.

B naHnHOM BO3pacTHOM HHTEpBaJe JIAlAPOCKONUYECKHE orepanuu BbiosHEHbl 7 (8,14%)
neTsiM. B oHOM ciiydae y IEBOUKH C ABJIEHUSMU UJIMONATUYECKON BUpHIIN3aLuY, KapuoTun 46X X,
[0 JTaHHBIM OMOIICUM OBbLI YCTAHOBJIEH CHUHJIPOM YHUCTOW AMCTEHE3UH SUYHUKOB, YTO IO3BOJIMIIO
yOeauThCsl B OTCYTCTBUM HEOOXOAMMOCTH JAJIbHEHIIEro XUpYpruuyeckoro JedeHus. Y OIHOIo
nagueHTa Myxckoro mnona ¢ MGD, kapuortun 46XY, mo pesyiabTaraM JUarHOCTHYECKON
JANapOCKONUK MPUHATO pelleHue o0 yJIajleHUM TOHaJaJbHOM TKaHU, MMEIOIIEeH HECOMHEHHBIE
NpU3HAKM Tpyooro mJucreHesa. Y JBYX MalMEHTOB Mykckoro mnoia c¢ MGD, kapuotun
46XY/47XXY u 46XY, u ognoro ¢ OT-DSD, kapuotun 46XY, npoBeneHne TUarHOCTHUECKOM
JANapoCKONUM B COYETaHMM C OWONCHEelW TOHAaJaJbHOW TKaHU TI03BOJMIO CBOEBPEMEHHO
OTpeAeUTh ONTHUMAJIbHYIO TaKTUKY JeudeHus. B onHom ciywae y manpunka ¢ MGD, xapuotun
46XY, JauarHoCTHYEeCcKas JIaMapoCKONMs MpoBele€HAa 10 MECTy O KUTENbCTBa, 3abopa
TMCTOJIOTHYECKOT0 MaTepuana He MpPOM3BOAWIOCH, IOCJIE Yero MalueHT ObLI HalpaBieH B
CHEeIMATM3UPOBAHHBINA CTallMOHAp JUIsl Bepu(UKALMKM JUArHo3a U XUPYpPrUYECKOro JiedeHHs. Y
onHoro mamuenta c¢ SoRD2-deficien cuMynbTaHHO C IUTACTUKOM ypeTpbl IpOBeJeHa
QUArHOCTHYECKas  JIAllApOCKONHUs C  LENbI0  ONPENENICHUs  IOJOXKEHWS  TIOHAaJ, He
BepuuuupoBaHHbIX npH Y 3U, KoTOphIe B MOCIEAYIONIEM ObIIIM HU3BEIEHBI TaXOBBIM JIOCTYIIOM.
Bcem mamumenTam, KOTOpPHIM MPOBOJMIACH JUATHOCTHYECKAsl JIAApOCKOMMs, OCHOBHOW ATam
onepaiuu Obl1 BhIosiHEH Bo II Bo3pactHoM wuHTepBane. Takum oOpa3oM, B | Bo3pacTHOM
MHTEpBAJIE OTMEUEHO TOJIBKO 2 OKOHUEHHBIX Cllydas JanapOCKONMMYECKON KOPPEKLUH aHOMAJIUN

OpraHoOB PENpPOIYKTUBHOM CUCTEMBI U3 7 OOpaTHBIIUXCS MAIlUEHTOB.
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B naHHOM BO3pAacTHOM HHTEpBaj€ BU3yallbHAas OLIEHKA THUIIA MMEIOLIEHCS TOHAJAIbHON
TKaHW, @POBOAMMAs BO BpeMs JANapOCKONMM, IPEICTABISAET HAUOOJbIINE TPYIHOCTH.
I'onampkroMuss 0Oe3 mpealIecTBYrOIIEH OMONCHUU IMPOBOAWIOCH IIPU BBIPAKEHHBIX IMPHU3HAKAX
rpy0oro JaucreHesa Kak CJHeACTBHE AMCHYHKIIMOHATBHOCTH M BBICOKOTO pHCKAa paHHEH
ManMran3andd. HeoOXoauMo OTMETHTh, YTO BO3MOXKHAS TAaKTUKAa XHUPYPTHUECKOTO JICUYCHHS
o0cyXk/1anack ¢ peCTaBUTEIMU MAIEeHTa Ha JOONEPALlMOHHOM JTarle.

1l 8o3pacmmuou unmepsan: paHHUN AETCKUI BO3pacT OT 1 10 3 JeT BKIKOYUTEIBHO.

B nanHoM mepuoje COOTHOLIEHWE penapaTUBHBIX CBOMCTB TKAHEM M KOMIIEHCATOPHBIX
BO3MOKHOCTEH Opranu3Ma IMpeACTaBIsSETCS ONTUMAJIbHBIM, YTO CIHOCOOCTBYET HAWMIyUIIUM
pe3ylbTraTaM XHpYpruueckoro jedeHus. OcoOeHHOCTH JamapOCKOMMYECKOro BMENIATeNbCTBA Y
MAIMEHTOB JIaHHOW BO3PACTHOM TPYIIbI MPOJUKTOBAHBI YCIOBUSMU Majoro odbema padodero
MIPOCTPAHCTBA B OPIOIIHOM MOJIOCTH U MAJIOM Ta3y, OJTHAKO, 3TO HE MPEIMITCTBOBAIO BHITOJTHCHHIO
orepary B oJTHOM o0beme. [IpudrHOi oOpalieHus MaueHTOB K CIICIUAINCTaM B OOJLITHHCTBE
CIIy4aeB CIY>KUJIO HaJInuue ABoiicTBeHHoro crpoenns HITO.

B nganHOM BO3pacTHOM HHTEpBaj€ HayalO XUPYPrUYECKOTO JICYEHUS C HCIOJb30BaHUEM
JIANIapOCKOMMYECKON TEXHUKH BBIMIOJIHEHO 22 AeTsM (25,58% oT o0111ero vrciia maiueHToB).

OQHOMOMEHTHAs JIAMMAPOCKOMUYECKass XUPYpPruvecKass KOPPEKIUS aHOMalud pa3BUTHS
BHYTPEHHUX OPraHOB PENPOAYKTHUBHOW CHUCTEMBbI BhIMOJIHEHA 10 nersaM ¢ nucreHesuweit ronan. B
JaHHYIO TpyNIy BXOZAT: 2 manuMeHTta Myxkckoro nosna ¢ MGD, kapuotun 46XY; 2 mauueHTa
xeHckoro nona ¢ MGD, kapuotun 46XY; 1 neBouka ¢ OT-DSD, ¢ kapuotunom 46XY; 2 neBoUKku
¢ OT-DSD, c xkapuotunom 46XX; 1 nesouka ¢ OT-DSD, ¢ kapuotunom 46XY/46XX; 2 mapunka
¢ OT-DSD «kapuorunom 46XY u 46XY/46XX. Taxke OJHOMOMEHTHas KOPPEKLIMS
IIPEICTaBICHHBIX AaHOMAJINK Pa3BUTHSA BhINOIHEHA 2 manueHTaM ¢ PMDS, kapuorun 46XY.

2-m wmanpuukaMm ¢ MGD, kapuotun 46XY/45X0 u 46XY, mpoBeaeHO pa3ielbHOE
BBITIOJTHEHUE TMATHOCTUYECKOTO ATara ¢ OMOTCUel TOHAaIbHOM TKaHH, TI0 pe3ysibTaTaM KOTOpOi
MTOATBEPIKICH TIYOOKUH JUCTEHE3 TECTUKYIL.

1-#1 neBouke ¢ MGD, xapuotun 46XY/45X0, mocne AMArHOCTUYECKOTO ITAIA TAapOCKOIHH,
MPOBEACHHOM C WEIbI0 YCTAHOBJIEHUS JIOKANM3AIlMU MATOJOTMYHOM TOHAJAIbHOM TKaHHW,
BBITIOJTHEHA TTaXOBast TOHAAIKTOMHSI.

2-m manuentam ¢ CPS, kapumotun 46XY, BBINOJHEHO MO3TAMHOE HU3BEIAEHUE TOHAJ B
MOIIIOHKY 110 MeTouke dosnepa-Credencona. Y ofHOT0 U3 HUX 3TATHOE XUPYPTUUECKOE JICUSHUE

3aBepiueHo B III Bo3pacTHOM HHTEpBaIe.
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VY 4-x nanueHToB keHckoro nona ¢ PAIS, kapuorun 46XY, TECTUKYI3KTOMHUS BBIIOJIHEHA
Mocjie JAMAarHOCTUYECKOro 3Tala JIaapoCKOINWHU, IMPOBEACHHOIO C IENbl0 YCTaHOBICHUS
JIOKaJIU3alMK TOHAJAIbHON TKaHHU.

Y l-ro pebéuka c SaRD2-deficien, kxapuotun 46XY, Ha OCHOBE pe3yabTaToOB
JUarHOCTHYECKON JIalapOCKOIIUMU YCTAaHOBJEHO [JOCTaTOYHOE pa3BUTHUE COCYAOB CEMEHHOIO
KaHaTHKa JUIsl IPOBE/IEHUs] OIHOMOMEHTHOM opxomnekcuu 1o [llemakepy.

Taxxe mnpoBegeHa  XHUpPypruyeckas  KOPPEKIUS  aHOMAaJuil  pa3BUTUS  OpPraHOB
PENPOAYKTUBHOM CUCTEMBI 5 JIE€TSIM, MOCIE MPOBEACHHS JHUArHOCTUYECKOW JanapoCKOnuu B |
BO3pacCTHOM HHTepBaie: y pebeHka ¢ SaRD2-deficien BBIIOJHEHO ABYCTOpPOHHEE HU3BEICHUE
ronag no lllemakepy, B OCTalbHBIX 4-X CiIydasx HpOBEJEHa JAmapOCKONMUYecKas KOPPEKIUs
MIPEJICTABICHHBIX aHOMAIIUN Pa3BUTHSL.

[IpoBeieHne OKOHYATETHHOTO XUPYPIHUECKOTO JICYCHHS MAIMEHTOB B TpeNeinax TaHHOTO
BO3PACTHOTO HHTEpBaia, OOYCIOBICHO BBICOKOM HMH()OPMATHBHOCTHIO JIAMIAPOCKOMUYECKOM
METOAMKH, MO3BOJISIONICH MHTPAOIIEPAIMOHHO YCTAHOBHUTH THII U CTETIEHb PUCKA MaJUTHU3AIUH
MIPEJICTABJICHHBIX OPTraHOB PEMPOAYKTUBHOM cucTeMbl. HE00X0aMMO OTMETUTD, YTO BBITTOJHEHUE
omepalnyii 70 HACTYIUIEHUs TMepuoja IOJOBOM CcaMOMIEHTU(UKALUY TAalUeHTa I03BOJISET
n30€KaTh IICUXO0JIOTUIECKON TPaBMBI, CBSI3aHHOM C TEHAEPHBIM CAMOOIPECTICHHEM.

111 so3pacmuou unmepsan: NOMKOIBHBIN W MM IKOJIBHBIA BO3pacT, oT 4-x 10 11 mer

KHU3HH BKJIIOUUTEIbHO. BBIOOP TaKTUKM JIeUEHUS MallMEHTOB, BIEPBble 0OPaTUBIIMXCS B BO3PACTe
crapime 3-x JeT, MPOUCXOIUT C Yy4eToM CGHOPMHUPOBAHHOM MCHXOCOLMANIBHON OpHEHTAIMU
nanuenTa. Onepanuu, BEINOIHIEMbIE B 3TOM BO3pacTe y AETeH ¢ AUCTEHE30M rOHalalbHON TKaHHU,
MIPOBOJATCS. B COOTBETCTBUM C IPHUHIMIIAMHU MOBBIIIEHHON OHKOJIOTMYECKON HACTOPOKEHHOCTH,
YTO 3aKJIKOYAeTCs B JIONOJHMUTEIBHOM WHTPAONEPALMOHHOW PEBU3MM THUIIMYHBIX MECT
METacTa3upOBAHMS OIYyXOJIE€H TOHAIaJIbHON TKaHU.

B nanHOM BO3pacTHOM WMHTepBasie oOTMeueHO 31 mepBuYHOE OOpaiieHue Uit
SHJOCKONMYECKON TUAarHOCTUKH U KOPPEKIIMU aHOMAJIMK BHYTPEHHUX OPraHOB PENPOAYKTHBHOMN
CUCTEMBI.

OZHOMOMEHTHAsl JIallApOCKONMYECKAss KOPPEKLMS AaHOMAlIMi BHYTPEHHUX OpraHOB
PENpPOTYKTUBHON CUCTEMBI BbINOJIHEHA B 20 citydasx. 13 HuX 8 manueHToB onpeeneHo B MyKCKOM
noiie: 4 nereit ¢ MGD, kapuotun 46XY, 1 pedbenok ¢ PMDS, kapuotun 46XY, 3 pebenka c MGD,
kapuotun 46XY/45X0. B cinyuae ompeneneHus MalueHTa B MYKCKOM IIOJie, TIPU YCIOBHH
OTCYTCTBHS BBIPA)KEHHOI'O AMCTE€HE3a MMEIOLICHCS TECTUKYISIPHOM TKAHM, JIAIIAPOCKONUYECKAs

KOppPEKIMsS aHOMAaJMid OpPraHOB pPENpPOAYKTHBHOW CHUCTEMBI JIOMOJHSAJIACH CUMYJIbTaHHBIM
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HU3BEICHUEM TOHAJbl B MOIIOHKY. 12 MAIMEHTOB ONPEJEIEHO B KEHCKOM COLUAIBHOM IoJie: 2
JIEBOYKH C YUCTOU (POPMOI AUCTEHE3UHU TECTUKYI, Kapuotur 46XY, 7 neBouek ¢ MGD, kapuoTtur
46XY, u 2 nesoukn ¢ MGD, kapuotun 46XY/45X0, 1 naruentka ¢ OT-DSD, kapuotumn 46XY.
[Ipu 190M0CKPOTANIBHOM PACIIONOKEHUH IaTOJIOTMYHOM TOHAAAIbHOM TKAHU NOCIIEAHSIS yAAIsIIaCh
AKCTPaabJOMUHAIBHBIM CIIOCOOOM.

B nByx cnydasx y NAalMEHTOB XEHCKOIO I10JIa JUAarHOCTMYECKAas JIAlapOCKOIUs HOCHIIA
OKOHYATEJbHBIM Xapakrep: Y peOeHKa ¢ SBJICHUAMM HAMONATUYECKON BUPUIM3ALMU, KApUOTHUII
46XX, Mo TaHHBIM OMOTICHU OBLIT YCTAHOBJIEH CHHIPOM YHUCTON AMCTCHE3UU SUYHUKOB, YTO, KaK U
B IIEPBOM ITOIOOHOM CITydae, TIO3BOJIMIIO OTKA3aThCsI OT JAJIbHEHINIEro XUPypPrUIecKOro JeUeHHs Ha
OpraHax Majoro Ttasa. Bo BTOpoM cilydyae y MNanueHTa, BOCIIMTBIBAEMOIO B JXEHCKOM IIOJE,
kapuoTun 46XY, HAMU AMAarHOCTUPOBAHA areHe3us TOHaJl, B aHaMHe3e Y peOeHKa MMEI0 MECTO
[1aXOBOE T'PHIKECEUEHUE B HECIEUUAIN3UPOBAHHOM CTAl[MOHAPE; MPH JIAAPOCKOIUH BBISBIECHO
HaJIMuue pyAUMEHTAapHON MaTKH, OATBEPKICHO OTCYTCTBHE FOHAJ] M TOHAIAIbHBIX TXKEH.

B 1-m cnyuae y manuenta, ¢ PAIS, BocuTeiBaeMoro B >xeHCKOM moJie, kapuotun 46 XY,
1ocjae JUarHOCTUYECKOH JIamapOCKONUU ObUIO BBIIOJHEHO 3KCTpaadOMHHAIBHOE yJalleHHe
TECTUKYJIIPHOU TKAHHU.

VY 1-ro manwmenra, ompeneneHHOTO B >keHckoMm mose, ¢ OT-DSD, kapuotun 46XY,
MIPOBOAMIINCH HEOJAHOKpPATHBIE ONEPALUU 10 MECTY KUTEIbCTBA, HAIIPaBJICHHbIE HA KOPPEKIIHIO
aHOMaJMil HAapyXHBIX M BHYTPEHHHUX OpraHOB pPEMNPOAYKTUBHOM CHCTEMbI. Brepssle
JIANIapOCKOMNMYECKasl TUarHOCTHKA BBIIIOJIHEHA B BO3pAcTe 3-X JIET, YTO MO3BOJIMIIO CBSI3aTh HAYAJIO
000CHOBAaHHOM KOPPEKIIMN aHOMAJIMI OPraHOB PENPOAYKTUBHON CUCTEMBI C TPETHUM BO3PACTHBIM
HMHTEPBAJIOM.

VY 6 nanueHToB, OPUEHTUPOBAHHBIX B MYKCKOM moiie: 3-M aetsam ¢ CPS, kapuorun 46XY, n
3-m mamuentam ¢ PAIS, kapuorun 46 XY, mamapockomnus NpOBOAMIACh C IENbIO BbIOOpa
ONTUMAaJIbHOW METOJIMKU HU3BE/IEHUS TECTUKYJI, UMEIOIINX BBICOKYIO CTETIEHb [1aXOBOM PETEHIUH.
[IpoBeneHsl onepanny, HapaBleHHbIE Ha HU3BEIEHUE U (PUKCALMIO TECTUKYN B MomIoHke. [Ipu
9TOM B 3aBUCHUMOCTH OT CTENEHHM PETEHIMHM HCIOJIb30BANaCh OJHOMOMEHTHAs WJIM MOITaIHasl
METOJIMKA HU3BEIECHUS TECTUKYJ B MOILLIOHKY.

V¥ 1-ro nmamuenta myxckoro nojga ¢ OT-DSD, kapuotun, 46XY, ajid yaajleHus 1epuBaTOB
MIOJUIEPOBBIX MPOTOKOB, HHTUMHO IMPHJIEKAIIUX K MOYEBOMY IY3bIpPIO, MOCIE AUATHOCTUYECKOM
JIaMmapoCKOMMU OB BBITOJIHEH IEPEeX0/]] Ha JIaapoTOMHUIO.

B psane cayyaeB cpeny NpuYMH TOCOUTAIN3ALNN B CIENUATN3UPOBAHHBINA CTAllMOHAD JEeTEN

B BO3pacCTC CTapuic 3-x et NpeaACTAaBUTCIIIMA MAIUECHTOB OTMCUCHO OTAAJICHHOC PACIIOJIOKCHUC
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HX MECTa JKHUTCJIbBCTBA OT KPYIIHBIX KIHWHHUK, OTCYTCTBUC HpO(bI/IJIBHBIX CIICOUaJIMCTOB U
HeCO6J'II-OI[eHI/Ie PEKOMEHAOBAHHBIX CPOKOB ITPOXOXKACHUA MCIUITUHCKUX OCMOTPOB.

1V 6o3pacmuoti unmepean: NOAPOCTKOBBIN WIJIM CTApPIIUM IIKOJBHBIN BO3pact, oT 12 jeT u

CTapIle, XapaKTepH3yeTcs HACTyIUICHMEM IyOepTaTHOro mnepuoja. B maHHOM BO3pacTHOM
UHTEpBAJIE OTMeueHO 26 TmepBUUHBIX oOpameHuidl. I[lepBuunoe oOpaleHne # — Hadauio
XUPYPrU4YeCKOro JIeYeHUs B JAHHOM TrpyIIe NalUeHTOB B OOJIBIIMHCTBE CIy4acB CBS3aHO C
3aJIepKKOH MyOepTaTHOro pa3BUTUS WM AHOMAJIbHBIM (POPMUPOBAHMEM BTOPUYHBIX I10JIOBBIX
npu3HakoB. [Ipu 3TOM OONBIIMHCTBO JeTEl MMEIOT BBICOKYIO CTEICHb I€HACPHOU ajarTaiiu,
OJTHO3HAYHO MPUYHCISISE ce0sl K TOMY WJIM MHOMY TIOJIY, YTO YYUTHIBAJIIOCH IPH BBIOOPE TAKTHKH
XUPYPrUYECKOIO JIEUEHUS.

B nannoil Bo3pactHO#l rpymme y l-ro pebeHka eHCKoro moia, kapuotum 46XX,
OoOpaTUBIIETOCS B CBSI3M C 3aJEPXKKOW TIOJOBOTO pA3BHUTHS, IO pe3ysibTaTaM OWOIICHHU
MOJTBEPXK/ICHA YHUCTasg (opMa TUCTEHE3WH SHYHHKOB, YTO HE IOTPEOOBAIO JalIbHEHIIEro
XUPYPTHUECKOIO JICYEHUS.

3 1eBOYKM C areHe3ueil roHajaqbHOW TKaHH, KapuoTun 46XY, oOpaTWiINCh B CBSA3M C
OTCYTCTBHMEM HACTyIJIeHMs Iy0epTara. Y4UHUTbIBash BBICOKYIO BEPOSTHOCTb  pa3BUTHSA
HEOIUIACTUYECKUX IPOLECCOB, BBIIIOIHEHO YAAJIECHUE CTPEKOBOW TKaHHU.

B 2-x ciyqasx y nauuentok ¢ CLUT, kapuotunom 45X0/46 XX, orMedanach HEperyIsipHOCTb
MECSIUHBIX, 3 MalMEeHTKH C XPOMOCOMHBIM Habopom 45X0/46XY, 45X0/47XXY u 45XO0,
Oo0paTWJINCh B CBSA3M C 33/€P)KKOM IOJIOBOrO pPa3BUTHA. Bo Bcex HaONIOAEHUSX OTMEYEHbI
xapakrepHble s CIUT npusHaku nu3Mop@uu pa3iuyHONM CTENEHU BBIpa)KeHHOCTH. Bo Bcex
CIIy4asiX ONEpalu 3aKI0YaInuCh B yIAICHUU NAaTOJIOTMYHON TOHAJAIbHON TKaHHU.

1 neBouka ¢ 4ucTOi (OPMON TECTUKYISPHOIO AMCreHe3a, kapuoTun 46XY, oOpaTuiack B
CBA3U C BBIPAKEHHOM 3aJEpPKKOM IOJIOBOTO pa3BUTHA. DBbIABIEHHAass Ha J1aapOCKOIUHU
JUCTC€HETUYHAS TECTUKYJIIPHAs TKaHb yJajeHa.

VY 1-ro manpunka ¢ MGD, kaprnotun 46XY, ormedanace BbIpaXK€HHas MAaCKYyJIWHHU3ALUS
HITO. PeGenok HabmogaICs IO MECTY KUTEIBCTBA C TUArHO30M MTPABOCTOPOHHHUNA KPUIITOPXHU3M,
aHopxu3M cneBa. Ilpu oOpamieHuun B Haml cTalMoHap mnoAaTBepxkaeHo DSD, mnposeneHa
COOTBETCTBYIOIIAS KOPPEKIUS aHOMAJIMI OPTaHOB PENPOIYKTUBHON CHCTEMBI.

2 neBouku ¢ MGD, kapuotun 46XY, 1 neBouka ¢ MGD, kapuotun 46XX/47XXY, 1 neBouka
¢ OT-DSD, kapuotun 46XY, oOpaTHIIUCh B CBA3HM C MPOSIBUBIIUMUCS B IyOEpTaTHOM NEpHOJIE
IIpU3HAKAaMU BUpUIM3alMU. Bo Bcex ciyyasx IPOBEIEHA OJHOMOMEHTHAs JalapOoCKOIHYecKas

KOpPPEKLHs AHOMAJIMI PA3BUTHSI BHYTPEHHUX OPraHOB PENPOLYKTHUBHOW CHCTEMBI.
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2 mampumka c cuHIpoMoM XX-male, kapuotun 46XX, oOpatwianch s KOPPEKIHH
JIBYCTOPDOHHEIO0 KpPUNTOPXU3MA, THUIOCNaauu. JlMarHo3 yCTaHOBJEH TMOCJIE HCCIEAOBAHUS
KapHUOTHUIIA U JIAHHBIX JIATAPOCKOTMYCCKON OMOIICHY TOHAaIbHOW TKaHU. BhimomHeHo ynaneHue
JIETEHEPATUBHO W3MEHEHHBIX TOHaJA. B 000ux ciydasx mosgHee OOpalleHue MpeacTaBUTeNeH
MalUEHTOB B CHEIHATU3UPOBAHHBIC IEHTPHl CBA3AHO C OTJAJICHHBIM MECTOM >KUTEIbCTBA M
COIMATBHBIM (PAKTOPOM.

4 marmentku ¢ CAIS u 5 neBouek ¢ PAIS, kapuotun 46XY. ¥V nmarmentok ¢ CAIS npuunnamu
oOpareHust CIYXWIH TPYIHOCTH Hadaia TMOJOBOM JXKWU3HHU, TOrAa Kak y manueHTok ¢ PAIS
OTMEUAJIUCh SIBJICHUSI aHJPOTEHHM3allMU B MyOepratHOoM mnepuoze. [lokazaHus K JamapoCKONuu
BBICTABIISJIUCh B ClIy4ae OTCYTCTBUS JOCTOBEPHON BepU(PHUKAIUU PACHOJIOKEHUS TOHAL
HEWMHBA3WBHBIMU METOJIaMH uccienoBanus. [Ipu BO3MOKHOCTH MTPOBOAMIACH JIAITAPOCKOMMYECKAs
roHajPkTomust. [lpu  ¢ukcanuu TOHAN B [MAaXOBOM KaHAlE IMOCICIHUE  YIAISITUCH
9KCTpaadJOMUHATHHBIM JOCTYIIOM.

VY 4-x manmentoB IV Bo3pacTHOro WMHTEpBANIA ¢ CaMOMJCHTHU(UKANMCH B KCHCKOM II0JIC
OCHOBHOM 3Tan KOPPEKIMU aHOMAJIWIl pa3BUTHUsI BHYTPEHHHUX IMOJOBBIX OPraHOB M T'OHAJAlIbHOU
TKaHU B TOCJENYyIoIeM ObLT JOIMOJIHEH PEKOHCTPYKTUBHOW omepaiueii, obecrneunBaromeit
BO3MOXHOCTb, Hayasa MoJIOBOW XKU3HU. JIanapoCKONMYECKU TPOKTOCUTMOUJAIIbHBIN KOJIBIIOMO033
Ob11 BeITIONTHEH 3-M AeBoukaMm ¢ PAIS, kapuotun 46 XY. ¥V 1-ro manuenta ¢ CAIS, kapuotun 46
XY, OOJHOMOMEHTHO C JamapOCKONHMYECKOW TOHAJ’KTOMHUEH MpOBEIEHa JanapoCKONuyecKas
KOJIBIIODJIOHTAIMs 3a CYeT BBIACICHHS CBOJA CJCIO 3aKaHYMBAKOIIECTOCS Bjarajdiia U3
SMOpHOHANBHBIX cmaek. B 1-M ciydae mnpencTaBUTENsIM HECOBEPIIEHHOJETHETO TMAIlUEHTa,
BOCITUTHIBAEMOTO B jkeHCKOM moiie, ¢ MGD, kapuotunom 46XY/45X0, nansl pekoMeHIAIIUU O
HE00XOIMMOCTH TOCIEAYIONIET0 MPOBEACHUS KOJIBIIONO033a Mepe/l HauaJoM WHTUMHON Ku3HU. B
HameM HaOmroneHuu mnpexactaBneH 1 mamuent, ¢ OT-DSD, kapuotun 46XY, ¢ >KeHCKOM
camouIeHTHUKAIEH c HEY/I0BJIETBOPUTEIHLHBIMHU pe3ynbTaTaMmu JANIapOTOMHOTO

MMPOKTOCUTMOUAAJIBHOTO KOJIBITOII0334a, BBIITOJTHCHHOI'O ITO MECTY KHUTCIILCTBA.
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Tabnmuna 8. PacnpeneneHue NHalMeHTOB C pa3iMYHbIME (OpMaMU HapyLIEHUSMHU TOJOBOMN
¢ GepeHIMPOBKH 110 BO3PACTHBIM HHTEPBAJIaM B 3aBHCUMOCTH OT T10J1a ¥ TTIaTOJIOTHH

[Tatonmorus [Ton Bo3spacTtHolt nHTEpBa
I II I v

AreHe3us roHan X 1 3
Cungpowm llepemesckoro-TepHepa XK 5
Uwncras qucreHe3ust SSIMIHUKOB XK 1 1 1
Yucras AuicreHe3ws TECTUKY T XK 2 1
CuHIpOM pYAMMEHTAPHBIX STHYEK M 2 3
CMmelanHas TUCreHe3us roHa M 4 4 7 4

XK 3 9
OsotecrukynsapHas popma DSD M 1 2

XK 4 3 1
Cunapom XX-male M 2
Cunagpom MIePCUCTEHITIH JIEpUBATOB M 5 1
MIOJUIEPOBBIX ITPOTOKOB.
CuHapoMm neduiuTa So-peTyKTa3sl M 1 1
CAIS XK 4
PAIS M 3

XK 4 1 5

B mnpencraBieHHOM HaOMIOJEHMHM K MOMEHTY BBINOJIHEHUS JIaapOCKOIMYECKOTo 3Tara
JMAarHOCTHKU M JIEYEHHs B CIEUUAIM3UpOBaHHOM cTanuoHape 8 (9,30%) nersM mnpoBeneHb
MpeIIeCTBYIOLIUE ONepauu. J(Boe NaleHToB OblJI0 ONEPUPOBAHO MO SKCTPEHHBIM MMOKA3aHUIM,
ocTajbHble B IUIAHOBOM IMopsAnake. B 5 ciaywasx mnpenuiecTByrolue OMNEepaluy BBITOJIHSINCH
MaXOBBIM MJIU JIAIAPOTOMHBIM J10CTYNOM. JlanapocKonmuyeckuii J0CTyn ObLI MCHOIb30BaH y 1-r0
peOeHKa. 2-M JIeTsIM NMpoBOAMIIAch (PEMUHU3UPYIOIIAs TUIACTHKA HAPYKHBIX MOJIOBBIX OPraHOB B
paHHEM BO3pacTe.

Onun pedenok ¢ CIUT, kapuotumnom 45X0, oneprpoBaH JarmapoCKOMHIECKAM TOCTYIIOM IO
MOBOAY JECTPYKTHBHOM (popmMbl ocTporo anmenaunuta. [Ipu 3Tom Oblia onycaHa MepcUCTEHIUS
PYAMMEHTApHON MAaTKU U JBYCTOPOHHEE PACIIOJIOKEHNE CTPEKOB.

Onun mamuent ¢ MGD, kapuotunom 46XY, Mo MecTy >KMTEIbCTBA ONEPUPOBAH MMaXOBO-
MOIIIOHOYHBIM JIOCTYIIOM IO TOBOJAY IPAaBOCTOPOHHErO0 KPUIITOPXHM3MA; JIEBOTO SUYKA H

NEPCUCTUPYIOUINX JEPUBATOB MIOJICPOBBIX MPOTOKOB OOHapyxeHo He Obuto. B mocnenyromem,
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i nuarHocTuku ¢Gopmbel DSD M KOppeKIMH BBISBICHHBIX AHOMAJIMK pa3BUTHS OPTaHOB
PEeNpOIyKTUBHOM CUCTEMBI, peOEHOK ITPOBEEH B CIELUAIN3UPOBAHHBIN CTallMOHAD.

VYV oaHOro mamueHta ¢ CHHIPOMOM PYIMMEHTapHbIX sAudYek, kapuotun 46XY, mo mMecty
JKUTEJIbCTBA BBIIIOJIHEHO HU3BEACHHUE JIEBOIO TecTHKyJa 1o Illemakepy, pacnosio:KEHHOrO B
naxoBoM KaHane. Bropas ronaza mpu oOcienoBaHuu He oOHapykeHa. Ilo J1aHHBIM BBITHCKH
JIMAarHOCTUPOBAH JIEBOCTOPOHHUM KPUOTOPXU3M IMaxoBas (opMa peTeHLMH, amjia3us IpaBoro
AWYKa, B COUETAHUU C NMPOMEXKHOCTHOH (opMmoii runocnaauu. B Ham cranmoHap peGeHOK ObLI
HaIpaBJIEH JUIsl IPOBEAEHUS IIJIACTUKHU ypeTpbl. [Ipu auarnocTryeckoil namnapockonuu y peOeHka
BbIsIBIIEHa a0JJ0MUHANIbHAS (hopMa PETCHIIMK PYAUMEHTApHOTO MPABOTO SMYKA, OTMEUEH PELUINB
KpUIITOpXHU3Ma CJIEBA.

JIByM J€TSIM 0 3Tara JIanapoCKOIMYeCKOH AMarHOCTUKHU ObUIO BBHIMOJIHEHO I'PhIKECEUCHUE
[IaXOBbIM J0CTYyNoM. B nepBom citydae nanueHTy myxckoro nojia ¢ OT-DSD, kapuotun 46XY, ¢
JNBOMCTBEHHBIM CTPOCHHMEM TIE€HUTAIUMN [0 MECTy JKUTEIbCTBA BBIIOJIHEHO JKCTPEHHOE
IPBDKECEYEHUE B CBSI3M C YUIEMJICHHOW ITaxoBoW rpbbked. [Io maHHBIM IIpenocTaBiIEHHON
POIUTESIMHU BBITUCKH, BO BPEMsI OIlEpallii B OPIOLIHYIO MOJOCTh BIIPABJICHBI KM3HECIIOCOOHAS
MaToO4yHas TpyOa M TOHaja CXoXkas C SUYHHUKOM. 3abopa TIMCTOJIOTMYECKOr0 Marepuana s
MOpP(}OIOrMuecKoro M3ydyeHuss He Mpou3BoAMIOCh. Bo Bropom ciyyae y mHalMeHTa,
BOCIIMTBHIBAEMOT0 B JKEHCKOM IIOJIe, C areHe3ueil roHaja, kapuotun 46XY, ¢ NpaBUWIbHBIM
CTPOECHHUEM TI'E€HUTAIUMN MO0 XEHCKOMY THUILYy 10 MECTY JKUTEIbCTBA IPOBOAWIIOCH ABYCTOPOHHEE
IPBDKECEYECHHUE MMaXOBbIM JOCTYIIOM B ILUIAHOBOM MOpsAKe. JIaHHBIX O COIEPKMMOM I'PBIKEBOTO
MEIIKa W XOJA€ OMNepalud poIUTENIMU He npeiactaBieHo. OJHaKo MpU  IPOBEICHUU
JMarHOCTMYECKOHN JamapocKonuu y peOeHKa He ObuIo OOHAapy)KEHO HH MaTOYHBIX TPYyO, HH
TOHAJAJIbHON TKaHH.

VY oanoro nanuenta ¢ OT-DSD, kapuotun 46XY, o MecTy KUTEeIbCTBa Oblja MPOBEAEHA
cepHsl Onepanuil, HalpaBJICHHbIX HA CO3JaHUE HAPY/KHBIX ITOJIOBBIX OPTraHOB 110 MYXKCKOMY THILY,
IIPY 3TOM BBIIIOJIHEHO PACIPABJIEHUE MIOJIOBOTO YI€HA C IIJIACTUKON YPETpbl, HU3BEACHUE IPABOTO
AWYKa, BEHTpO(UKcalus JeBON JUCTEHETUYHOM TOHA/Ibl, TAX0BOE TPHIKECEUCHHE C JIBYX CTOPOH.
B nocnenyromem, B Bo3pacte 3r. 10mec., BBIIIOJIHEHA JaapOCKONMs, MO pe3ysbTaTaM KOTOpPOM
JIMarHOCTHpOBaHa OBOTeCTUKYIsApHas (popma DSD u pexomeHnoBaHa cMeHa IOJa Ha KEHCKUH.
[Tocne npuHATHS POAUTENSIMU PELIEHHS O CMEHE 110J1a BOCIIUTAaHUS peOeHKa MalleHTy BBIIIOJIHEHA
TOHQJPKTOMUA € 2-X CTOpoH, (emunusupyromas miactuka HIIO, npokrocurmMonaambHbIN

KOJIBIIOIIO33, TUCTCPIKTOMMUS.
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IBym nerasm ¢ MGD, BocnuThIBaeMbIM B JKEHCKOM mose, kKapuoTun 46XX/47XXY u
46XY/45X0, B CBsI3M C BBIPOKECHHOW THNEpTpodueli KIUTOpa B TPYIHOM BO3pACTE BBIMOJHEHA
amMIyTanusi KaBepHO3HBIX TeJl C COXpPAaHEHHWEM TOJIOBKM Ha COCYIHMCTO-HEPBHOM Iiyuke. B
IIOCJICAYIOLEM JIETSAM IIPOBEJIEHA IBYCTOPOHHSIS JIJAIAPOCKOIMYECKAasi TOHAIIKTOMMUSL.

Onepanuu, BeIogHEHHBIE AeTSIM ¢ DSD B 3KCTpeHHOM U IJIaHOBOM MOPSAKE, 10 IPOBEIECHUS
ne4eOHO-TMarHOCTUYECKON JIalmapOCKONMKU M YCTAHOBJICHUS (OPMBI HApyILIEHUS IOJIOBOMH

muddepeHMpoBK CyMMHUpOBaHbl B Tabnuiie 9.

Tabmuma 9. Onepanuu, BBITOJHEHHBIE 0 3Tara JarnapoCKONMYECKOH BepubuKanuu (Hopmbl
HapyLIEHHUS MOJI0BOM MU hepeHITUPOBKY.

IMaToJsorus Buja onepaunu Yucao Yucao CymmapHoe
JIKCTPEHHBIX TJIAHOBBIX YHCII0
onepaumi onepaumi onepaumi
Huszeenenue tectuxyna - 3
Kpunropxuzm. 4
BenTpodukcarus TecTukyia - 1

FpH)KGCG‘ICHI/Ie IIaxXOBbIM

ITaxoBas rpeika 1 4 5
JOCTYIIOM

AHomanus

KaBEPHO3HBIX l'uneprtpodus kauropa - 2 2

Tel

I'unocnanus IInactuka yperpsl - 1 1

OcTpprii Jlanapockonnueckas 1 1

ANMeHIUIUT aTMeHIPKTOMHUS

Nmeromuecss naHHblE aHaIM3a MPEALIECTBYIOIIUX ONEpaluid y JeTed C HapyLIeHUSMU
mosioBoit ¢ epeHIIMPOBKU  CBUAETEIBCTBYIOT O HEOOXOAWMOCTH UIMPOKOTO BHEAPEHUS
JIarapoCKONr 'y MauCHTOB C Z[BOfICTBGHHBIM CTPOCHUCM HAPYXHBIX IIOJIOBBIX OPraHoB H
TOHAaIHBIMU Q)OpMaMI/I 3aCPKKU IIO0JIOBOrO PpPasBUTHA, YTO IIO3BOJIMT IMOBBICUTH KadY€CTBO
OKa3bIBAEMOW MOMOILM 332 CYET CBOEBPEMEHHOW JAMArHOCTUKHM HAPYIIEHUW aHOMAaIHil MOJIOBOTO
pa3BUTHSL.

2.2. O0masi XapaKTepUCTHKA METOI0B MCCJIeI0OBAHUS.

B cooTBeTcTBUM € TONOKEHUSMH KOMMIOHHMKE MexayHapoaHoro koHceHcyca 2006T 1o
BeleHUIO manueHToB ¢ DSD, BceM AeTAM ¢ HHTEPCEKCYalbHBIM COCTOSIHHEM HEOOXOAUMO
ONpENENATh JIOJTOCPOYHYIO TaKTHKY JedeHus. Pe3ynbraroM peanuzaluu JaHHOTO MOAXOoAa
SBJIICTCA (1)OpMI/Ip0BaHI/Ie paaa TUarHoOCTHYCCKUX, neqe6Ho-Tepar[eBTI/Iqec1<1/Ix U XUPYPTUICCKUX

METOJIOB JICUCHHS] WHAMBUIAYAIbHO ISl Kaxkaoro nanuveHta. [lman nedenus nmamueHtoB ¢ DSD
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COCTaBISUICS C Y4eTOM HEOOXOJMMOCTH KOPPEKIMU COYETAHHBIX TOPOKOB  Pa3BUTHSA
YpOTreHUTaIbHOU 00J1aCTH, a TAK)KE COMYTCTBYIOIIUX aHOMAIMM IPYTUX OPraHOB U CHCTEM.

B cootBercTBHM € pa3pabOTaHHBIM IJIAHOM Ha IIEPBOM ATarle OCYIIECTBIISUINCH MEPOTIPUSITHS,
HampaBJICHHbIE Ha YTOYHCHHE HO30JIOTHYECKON ¢opmbl 3aboneBanus. CTaHIapTHas cxema
MpEeAONEePAMOHHOTO HUCCIIEIOBaHMs MAaIlMEHTOB ¢ mojao3peHueM Ha DSD Bkirouana: ocMmotp,
MIPOBEJICHUE KAPUOTUIIMPOBAHUS, U3yYEHUE TOPMOHAIBHOIO CTaTyca M TEKYIIMX J1aOOpaTOPHBIX
MoKazarTeJyei.

Ha mnpenonepanroHHoM 3Tame oco0oe 3HAueHUE MPUIAABAIOCH OMPEICICHUIO (BOpMBI
QHOMAJIMM PA3BUTHUS MOJOBBIX OpranoB. OCHOBHBIM CIIOCOOOM peIIEHUs TaHHOMW 3a/1a4u SIBJISUIACH
UCIIOJIb30BaHNUE METOJOB YIbTpa3ByKoBoro uccienoBanus (Y3U). [maBHbBIME mpenMyIliecTBaMU
YJIBTPa3BYKOBON JUArHOCTUKU SIBISUIUCH JOCTYHMHOCTb, HEMHBA3UBHOCTh U B JIOCTATOYHON Mepe
BBICOKasi HHPOPMATHBHOCTH METO/IA.

VYapTpa3BykoBO€ HMCCIEI0BAHNE MPOBOAMIOCH IO CTaHIAPTHOW MeToauke. OHO BKIIOYAIO
sxorpaduio OpraHoB OpIOIIHOM MOJOCTH M 3a0pIOINIMHHOIO mpocTpaHcTBa. llpucranbHOMY
M3y4YEHUIO TOJIBEPrajiiCh OpraHbl IPOCTpPaHCTBAa Majoro Tasa. lIpoBoauioch ckaHMpoBaHUE
MaxoBbIX OOJacTel, MOUIOHKM WM 00JacTH JS0MOCKPOTalIbHBIX CKIaJoK. MccrnemoBaHue
BBITIOJIHSUIOCH B CEPOLIKAIIBHOM PEXUME, a TAKXKE C HUCIOIb30BAHUEM I[BETHOTO JIOIIJIEPOBCKOTO
kaptupoBanusa (IIJAK) u wummynscuoit norepomerpun (MM). IlpumMeHsuinch KOHBEKCHBIE
JATYMKHU C YaCTOTOM CKaHUpoBaHUs 3- 5 MI'11 1 TMHENHbIE JATYUKHU C YACTOTOM CKaHUPOBAHUS OT
7,5 no 10 MI't. OGcnenoBanue MPOBOIMIOCH HA YIBTPA3BYKOBBIX ammapaTax dKCIIEPTHOTO Kiacca
¢ BBICOKOH paspemtatomieit cnocoOHocThiO: «ALOKA SSD-1100» (Anonus), «VOLUSON 730
KRETS» (I'epmanus).

Hckombie OTBETHI IIpU YJIBTPA3BYKOBOM UCCIICAOBAHUU:

o OrmpezenieHue JIOKAU3aIMU, CTPYKTYPhl M Pa3MEpPOB MaTKH U €€ MPUIATKOB, a TaKKe

HaJIM4Yue U CTENIEHb PA3BUTHS SHIOMETPUS;
° Omnpenenenue JIOKAIW3aLUH, pa3MepoB, KPOBOCHAOKEHUS, CTPYKTYphI TOHAIaNbHOM TKaHU.
o Crenenp pa3BuTHS (OJUTMKYJISPHOTO ammapara B SIMYHUKAX M M3MEHEHUE 3XOT€HHOCTU
TECTHUKYIL.

L BrisaBnenue IMMPU3HAKOB TCUYCHHU A HCOIIJIACTUYCCKOTI'O ITpoLecca.

° BrisiBieHre comyTCTBYIOUIEH MAaTOJIOTMU OpPraHOB OpIOIIHOM TOJOCTH, MaJloro Ta3a H
3a0pIOIMHHOTO POCTPAHCTBA.
B nammem HUCCI€A0BaHNU JOCTOBEPHOCTDH ynBT‘paSBYKOBOﬁ AWAarHOoCTUKHU IIPH UCCICIOBAHUU

TOHAATbHONW TKaHM coctaBuiaa 67,06%, Tak kak B 28 ciydasx He ObUIa JIOCTOBEPHO
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BH3yaJM3UPOBaHA JUCTONMUPOBAHHAS TOHAJANIbHAS TKaHb, KOTOpas BIIOCIEACTBUY ObLIA BBISIBICHA
pu Janapockonuu. Haubonbiye TpyJHOCTH BBI3BIBAIO ONPEEICHNE HATUUUS U PACIIONIOKECHHUS
CTPEKOBOM TKaHM W TIIyOOKO AMCTreHeTHYHbIX roHaj. Ciydail ¢ MOATBEp)KICHHEM BO BpeMs
onepalny ABYCTOPOHHEH rOHaJaIbHOM arjia3uy pacCMaTpUBAETCS KaK JOCTOBEpHbIE JaHHbie Y 3.
JlaHHbIE O MEpPCUCTEHIIMHM JACPUBATOB MIOJUIEPOBBIX MPOTOKOB, CTENEHM WX JUCIUIA3UH U
JIOKQJIM3allMM  COBMAJQJIM C HHTApaolepallMoHHbIMU HaxojakamMu B 91,7% cmyuaeB. I[locie
BepuduKauuu Hozonorudeckoit popmel DSD u ycTaHOBIIEHUS BUJIa aHOMAJIMU Pa3BUTHSI OPTaHOB
PENpPOYKTUBHOM CHUCTEMBI MPOBOJAWIOCH IIOJIHOE KJIMHUYECKOE OO0CJIeI0BaHME IalUeHTA,
MTO3BOJISIOIIEE OMPEACIUTh CTENIEHb aHECTE3UOJIOTMUECKOT0 U MHTPAOTIEPAIIMOHHOTO PUCKOB.

JlanHble 0 HO30J0THYecKOoi (opme 3aboeBaHMs, aHATOMHUYECKOM CTPOCHUU, PAa3BUTHH
OpraHOB MaJIOTO Ta3a W JIOKAJU3ALMKU T'OHAJ SBJISIIOTCS KIKOYEBBIMHU IMPU ONPEAEIECHUU TaKTUKU
OMEpPAaTUBHOTO JIeYeHUs. B 3aBUCHUMOCTH OT TOJYYECHHBIX JIAHHBIX, B COJICUCTBHH C
MPEACTAaBUTEISIMU TAIMEHTa Ha MPEIOTIEPAIIMOHHOM 3Tare ONMPEACNIIeTCS XUPYprudecKas TaKTHKa
Y METOJIMKA JICUCHHSI TTaI[MeHTA.

Cratuctuueckass o0OpaboTKa OOBEKTHBHBIX JaHHBIX O MPOJOJIKUTEIFHOCTH OIEpallui,
BEJIMYMHE KPOBOIIOTEPH, CPOKAX TOCHUTAIU3ALMY TPOBEICHA C UCIIOIb30BAHUEM KOMITBIOTEPHBIX
nporpamm «Microsoft Excel 2010» u «Biostat 2009 Professional 5.8.4.». J{st kaxx1oro moxa3aTens
OTIPEIEISUTUCH CTAaHAAPTHOE OTKJIOHEHHE U OIHMOKa CPETHETO.

[Ipy  MaTONOrMYECKUX  COCTOSHUSX, OOYCIOBIEHHBIX  HApPYIICHUSMU  TOJOBOU
nuddepeHIMPOBKY, MO MAIlMeHTa, KapHOTHI, Ho3oJorudeckas (opma MaTOIOTUH M CTETCHb
BUPUJIM3AIMN HAPY)KHBIX TIOJIOBBIX OPTraHOB HE SIBJISIIOTCA OMPEACTSIONIMMU HE3aBUCUMBIMHU
NepeMEHHbIMU. BBIIeIeHre pa3IMuHbIX TUIOB M3MEHEHUW TOHANAbHONW TKAaHM TaKXKE HMEET
YCIOBHBIA XapakTep BCJIEACTBUE HAIMYUS TMEPEeXOAHbIX (OpM pa3BUTHS MATOJIOTHYHOM
TOHA/IaJIbHOM TKaHU U CTENIEHU OKa3bIBAEMOT'0 €l TOpPMOHAIBHOTO BO3/ICMCTBUS HA OPTraHbl U TKAHU
opranuzma. @dopmMupoBaHuE BBHIBOJOB Ha OCHOBE CTAaTHCTUYECKOTO aHAl3a pPe3yJIbTaTOB
XUPYPTUUECKOTO JICUEHHUS MPEICTABICHHON TPYIIBI MAIMEHTOB MPAKTUYECKU HEIeIecoo0pasHo.
OcCHOBHOE 3HaUY€HHE UMEET TJIABEHCTBO MPUHIMIIA UHAUBUAYAIBHOTO MOAX0/a IPU ONpPEIEICHIN
METOJ0B XUPYPrUUECKOW KOPPEKIMU MPEACTaBICHHBIX aHOMANUN pa3BUTHUs y nmanueHToB ¢ DSD,
a TaK)Ke MPUHIUI MPUHATHS PEIICHUS O TAKTHKE JICYCHHS B COJACHCTBUU C TMAIMEHTOM U €T0
opuIMaTBLHBIMU TIpeACTaBUTESIMU. [Ipy 3TOM Hanmyue AUCTEHETHYHBIX (OpM OOYCIIaBIMBAET
MOBBIIICHHBIE PUCKUA PAHHETO PA3BUTHUSI HEOIJIACTUYECKUX MPOLECCOB, UYTO MOCTYKUIIO MTOBOJOM

I pasaCICHUS MalUCHTOB Ha IBC OCHOBHBIC I'PYTIIILI.
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@akTUYECKH THUIOTe3a O IMPEBOCXOJICTBE  OINPEACICHHOW TAaKTUKM W METoja
JIAaMapOCKOMUYECKOM KOPPEKIIMUA aHOMAJIUM OPraHOB peNpOyKTUBHOM cUCTeMBI y 1eTeit ¢ DSD He

MOJKET OBITH IMPOBEpC€HA CTATUCTUYCCKH 110 CICAYIOIIUM IIPUYINHAM:

o OTtcyTcTBUE OIMYOIMKOBAHHBIX padOT MO JaHHOW MpobiieMe, B KOTOPHIX ObLI Obl IPUBEACH

CTaTUCTUYECKUN aHAJIU3 IPYIII AMEHTOB, IPUMEHUMBIN 1JI1 CPAaBHEHUS,;

o [IpencraBieHHble OKA3aTENN BPEMEHU OIEpPALlMU, KPOBOIIOTEPU U CPOKU TOCHUTAIN3ALMNN
XapaKkTepu3yroT 001y 3PGEeKTUBHOCTh JIAAPOCKOMHYECKONH METOAMKH M HE MOTYT OTpaXkaThb
IIPEUMYIIECTB, OMMCAHHBIX HaMU TAaKTUYECKUX U METOJIUYECKUX IOAXOJ0B K XUPYPrHUE€CKOMY

JIeYeHUIo marueHToB ¢ DSD;

o N3ydyenue kauecTBa *HU3HU B IOCIICONEPALMOHHOM IEPHUOAE HEBO3MOXHO IO MOpPaJIbHO-
TUYECKHM COOOpaXKEHHSIM BCJIEJICTBUE BO3PACTHBIX U BEPOSITHOCTHBIX ICHUXOJIOTHMUECKUX
0c00EHHOCTEH MAIeHTOB, BOMIEANINX B TPYIITY UCCIICIOBAHMUS.

VYuurbiBass npuBedeHHbIE (aKThl, B paMKax [PEACTaBIEHHOM padOTbl METoA
KOJMYECTBEHHOT0 aHalli3a JaHHBIX MPUMEHEH ObITh HE MOXKET, B CBSI3M C YeM CJIeJaH yIop Ha
METOJIOJIOTUIO  TPOBEACHHUS  KAYECTBEHHOTO  HCCIEOBAHMUS  MPAKTUKYEMBIX  MOJIXOJI0B
XUPYpPruuecKoro JiedeHus nanueHTos ¢ DSD ¢ opueHTanuel Ha onpeesieHHbIE HO30JI0THYECKUE
(9105050500058

2.3. IIpenonepanuoHHasi NOArOTOBKA U MaTePHATbHO-TEXHUYECKOE o0ecredeHue.

B ycnoBusX m1aHOBOM XMpPYpPIrUM JIalapOCKONIMYECKOE OlepaTUBHOE JieueHue aete ¢ DSD
MPOBOAWIIOCH TOCJH€ BepU(UKAIMK [UMarHo3a W IIOJIHOTO KJIMHUYECKOro oO0cienoBaHusl.
HGO6XOHI/IMO OTMETUTH 3HAYHUMOCTH paSLﬂCHHTeHBHOﬁ pa6OTI>I U IMACBMCHHOI'O MOATBECPKACHUA
COI'JIACOBAHHOCTH C MAIIMEHTOM U €r0 MPEJCTaBUTENIIMU MPEAIoIaraeMoro 00bemMa ornepaTuBHOTO
BMEIIATEIbCTBA.

CoracHo TakTUKe TPO(PHIAKTUKY TTOCIEOTIEPAIIMOHHBIX THOMHO-CENITUYECKUX OCTI0KHEHUH,
MPUHATON Ha Kadeape W Y4YacTBYIOUIUMX B HCCIENOBAaHUM KIMHUKAX, B ClIydae IUIaHHPOBAHUS
NPOBEACHUST JIUeOHOTo 9JTana JanapoCcKONMM aHTUOAKTepHalbHas Tepamnus HauyuHaIach
OJTHOBPEMEHHO C MpemeauKkanuei. B OoNbIIMHCTBE CiyyaeB HCIIOJIB30BATOCh OJHOKPATHOE
BHYTPUBEHHOE BBEJICHHUE IMMOJOBUHBI CYTOUYHOM J03bI aHTHUOAKTEPHUALHOTO Tpernapara mupoKoro
criektpa aerctBus 3a 30-40 MUHYT 10 BMeEIIATENbCTBA. B mocieonepaliOHHOM MEPHOJIE
MPOJOIDKUTEILHOCTh  BBEJCHHUSA AaHTHOAKTepHAbHBIX IMPErnapaTroB 3aBHUCENa OT oObema
MHTPAOTIEPALIMOHHON TPaBMbl M HAIUYMS JIOTIOJIHUTENIBHBIX (PAKTOPOB pHUCKAa HMHQEKIMOHHBIX
OCHO)KHGHHﬁ, TaKUX KaK BBIPaXXCHHOCTb 3KCCYJIAaTUBHBIX ﬂBHeHHﬁ, KOHTaKTHass KPpOBOTOYMBOCTD,

OCTaBJICHHE CTPAXOBOYHBIX IPEHAXEH B OPIOIIHOM IMOJOCTH, HATHYNE XPOHHUUECKUX 3a00JI€BaHUN.
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JIaHHBIN MOJX0/1 ITO3BOJIMII UCKJITKFOUYUTh PUCK BOZHUKHOBEHUSI THOMHO-CENTUYECKUX OCIIOKHEHUH B
nocineonepanuoHHoM nepuone y 100% nanueHToB npeicTaBieHHON TPYIbl HAOIIOACHHUS.

AHecTe310JIoTHYecKoe ocodue Mpu JIanapoCKONMYEeCKUX BMeIIaTeNbCcTBax y aeteit ¢ DSD
3aKJIFOYAeTCsl B TPOBEACHUH o0mero obe30onuBanus. [Ipu mpoBeAcHWHM JMArHOCTUYECKOW H
neuebHO-TuarHocTuueckoil  mamapockonmu B 44 (51,16%) cmydasx Ui MCKYCCTBEHHOM
BEHTWISIIIMY JIETKUX KCIIOJIb30BaJIaCh METOAMKA HAJIOKEHHUS JJAPUHTHAIbHOM Macku. B ocTanbHbIX
Cllydasix IpH MPOBEIEHUU OOBEMHOIO ONEPATUBHOTO MOCOOUS, CBA3AHHOTO ¢ (OPMUPOBAHUEM
0O0JIBIION paHEBOI MOBEPXHOCTH, HCIIOIB30BANIACh HHTYOarus Tpaxen. Y 21 (24,42%) namuenTa B
JIOTIOJTHEHUE K YKa3aHHBIM BHIIIE ClIoco0aM 00e300IMBaHMsI IPUMEHSIIACH CITMHAIIbHAS aHAJITC3USI.
B xome BMemarenbCTBa IMHEBMOIEPUTOHEYM OCTaBalicsi Ha ypoBHe 8-12 mm pr. cr. [ns
MOAJEP>KaHUSl aJeKBaTHOTO Ta3000MEHAa B YCIOBHUSX MTHEBMOIEPUTOHEYMa MHHYTHBIH 00BEM
BeHTWISIIMK yBenmuuBaics Ha 30-35% 3a cyeT MOBBINICHUS JBIXaTEIBHOTO 00hEMa M YaCTOTHI
neixanus. Jlo MoMeHTa MHCY(DIISIUYU ra3a B OPIONIHYIO TIOJIOCTh MPOBOIMIACH aKTUBHAS HH(Y3HS
MOJIMAOHHBIX ~ COJIEBBIX pacTBOpoB m3 pacdera 10-15 wur/kr/gac. Tlocie HamoxeHUs
MTHEBMOINIEPUTOHEYMA CKOPOCTh MHGY3UH CHIKanach 10 10-12 mu/kr/yac. B xone BMeniarenscTBa
MIPOBOMIICS MOHUTOPHHT YaCTOTHI CEPACUHBIX COKPAIlIEHUH, apTepUAILHOTO JaBJICHUS, CaTypallul
KHCIIOpO/a, JJICKTpoKapauorpadus, KOHTPOJIb MABJICHUS B OpIOIIHON TMOJIOCTH, YaCTOTHI
JBIXaTeIbHBIX JTBUKCHUM, TABJICHUS B JIbIXaTEIbHBIX IMYTSAX, TA30BOT0 COCTaBa KPOBH M KUCJIOTHO-
OCHOBHOTO COCTOSIHUSI.

XUpypruyeckuil dTam JI€4eHUs TMalUeHTOB C HapylmIeHUsIMU (OPMUPOBAHUS TOJa
MIPOBOAMTCS. B OINEPAIIMOHHOM, 000pyI0BaHHON Jamapockonuueckoil croiikoil. Hanbonee vacro
WCIIOIB3YEMBIMHU  JIATIAPOCKOITMYECKUMH WHCTPYMEHTAMH TIPH  BBITIOJHEHUH XUPYPTHUYECKOTO

nocobus y aereit ¢ DSD sBasunch:

o snnoBuaeokamepa «Telecam SL» ¢ uHTerpupoBaHHbIM OJIOKOM LU(POBOH 00pabOTKU
N300pakeHus;
. anekTpoHHbI uHCYyusaiTop «Endoflator» mmm «SCB  Thermoflator» ¢ perynupyemoit

CKOPOCTBIO Toj1aun yraekucioro ra3a ao 20 in/mun (Karl Storz GmbH & C°., I'epmanus);

. koaryisatopel  «BOWR ARC 400» c¢ HanuuueM OWIOISIPHOTO M MOHOIOJSIPHOTO
¢ynkunonanbHbIx 010k0B; «COVIDIEN ForceTriade» ¢ BO3MOXXHOCTBIO MOAKIIOUEHHS arlmapaTa
LigaSure

° ocsetutenb «SCB Xenon 300» ucmonb3yromuii KCeHOHOBBIE JamIibl 6emoro 1Bera (Karl

Storz GmbH & C°., I'epmanus);
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. anmapat JUIsl acCUpaldyd COACPKUMOTr0 OPIONTHOW TOJOCTH M MUPPUTALUN ONEPAMOHHOTO
OJIs;

. BUJICOPEKOPJIEP C BO3MOXKHOCTBIO 3amucu n3o0pakeHus Ha xkEctkuilt muck, USB-duemn-
HaknuTelb 1 DVD BuIeoqucKH;

. Namapockorns! ¢ TopuesbM cpezoM 30° muamerpom 3, 5 u 10mm (Karl Storz GmbH & Co.,

I'epmanus);
. ceeroBosiokoHHbIe Kabenu (Karl Storz GmbH & Co., ['epmanus);
° Tpoakapbl auamerpoM 3,5mm, 5,5mMm, 1lmm, 12MM co cTuieTaMu — TYMOKOHEYHBIMH U

KOHUYECKO! (popMbl 1 HAOOPOM «IIEPEXOTHUKOBY» C OJHOI0 pa3Mepa Ha JIpyroi;
L4 ATPaBMAaTHYCCKUC 3aKMMbl — TIIPSAMBIC W H30THYTBIC — JUAMETPOM 3MM H 5MM, C

BO3MOXHOCTBIO MOHOHOJ’I?[pHOfI Koaryjsiauu, ¢ KOMIIJICKTOM PYKOSTOK — 0e3 KpEMaJIbEPBI U C

KpeMallbepOu

. OUMOJISIPHBIE KOATYJISIIUOHHBIE IIUIIBI TUAMETPOM 3MM U SMM;

. anmapat ounossipHoi koaryssun «LigaSure» quameTpom 5 mwm;

. UG 4711 OMOTICUY TOHAIaTbHOW TKaHU AHAMETPOM 3MM H SMM;

. HOXKHHIIBI — HW30THYTBIC W TPsAMbIC, C OJHOH W JBYMS JBIDKYIIUMHUCS OpaHIIaAMH, C

BO3MO>XHOCTBIO MOHOIOJIIPHON KOATyJISILIMM, JTUAMETPOM 3MM U SMM;

. KaHIOJIS JUIsl aclIMpalui/UppUrai 1naMeTpom 3MM U SMM;

. 9HJOCKONMUYECKHE UTIIOepKATENU AUAMETPOM 3MM U SMM;

. Bugeomonutop JVC TM-A210 G (Anonus) u Karl Storz LED HD (Karl Storz GmbH & Co.,
I'epmanus).

B npencraBieHHOM HAOIIOACHUH AJ1 IEPBUYHOTO BXOKIEHUS B OPIOIIHYIO MOJIOCTh BO BCEX
CIIy4asix NMPUMEHSJIaCh METOJIUKA «OTKPBITON» JanapoCKonuHu. Bo Bcex ciydasx TpeXTOYEUHBIN
JOCTYIl PaCIOJIOKEHUSA TPOAKApPOB IO3BOJISUL INPOBOAMTHL 3allNIAHUPOBAHHOE OIEpaTUBHOE
BMEIIATEIbCTBO B MOJHOM oObeme. Haumbonee wyacto MaHMIYJISLUOHHBIE TpOAKaphbl
YCTaHABIMBAJIMCh CUMMETPUYHO B TMOAB3AONIHBIX oOmacTsx. Y marueHToB | u Il Bo3pacTHBIX
MHTEPBAJIOB MECTa BBEACHHS pabOUUX TPOAKapoOB JOKAIW30BAJIUCH BbIIIE TUIHUYHBIX TOYEK, UTO
obecreunBaio y100CTBO MAaHUITYJIMPOBAHMS B YCIOBHUAX Majloro o0beMa OpIOIIHOM MOIOCTH.

B namem HaOIr0€HUN OIIEHUBAEMBIMU KPUTEPUSAMH, CIY>KAIlMMHU MTPOTHUBOMOKA3aHUSIMU K
JIAITapOCKONHUH SBIISIIUCH:

. Hannuwue Tsxenoil coueTaHHON NaTOJOTHH JKU3HEHHO BaXKHBIX OPraHOB U CHCTEM.
. HeoOxonuMocTh HanoxeHHsl MHEBMOINEPUTOHEYMa IpHU JIANApPOCKOMHUH IPeIonpeaeseT

MOBBIIIEHHBIE TPEOOBaHUS K KapAHO-pECIMPaTOPHON cucTeMe. B Hamem HaGIIOIEHUH Yy OJHOTO
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peOeHKa J1anmapoCKONUYecKass KOPPEKIUs AaHOMaluil OpraHoB pPENpOAyKTUBHOM CHCTEMBbI
IPOBOJMJIACH  TIOCJIE€ XUPYPrHUYECKOTO 3aKpbITHUS OTBEPCTUS  apTEpUAIBHOIO  IPOTOKA,
BBINOJIHEHHOT'O B IIEPHOJIE HOBOPOXKIEHHOCTH.

J Hannune ocTpbix MHOEKIMOHHBIX W/WIH 000CTpeHHE XPOHUYECKUX 3a00JICBaHMIA, a TaKKe
paHHUN TNOCTBAKLMHAJIBHBIN Iepuoa. XHUPYpPrudyeckoe JeueHHEe B JAaHHOM IIepUOJIe MOIJIO
CIOCOOCTBOBATh IeHEepan3aluu WH(pEKInoHHoro npormecca. C 1enpo MpopUIaKTUKUA JaHHOTO
BHUJA OCJOXHEHUI JIe4YeHHE IPOBOJAWIOCH HE paHee YEeM Yepe3 YEThIpe HEIeNu Iocie
OKOHYATEJIbHOT'O BBI3JIOPOBJICHHUS WU JIBa MECSLa II0CJIE BBEJCHUS )KUBBIX BaKILIMH.

J IIpy momo3peHMH Ha TEYEHHE 3J0KAYECTBEHHOIO Ipoliecca HAIMEHTy IPOBOAUIIOCH
JIONIOJIHUTEIbHOE 00cCieloBaHHEe Ha OHKOMapkepbl. B ciiyyae 00OCHOBaHHBIX MOAO3pPEHUN Ha
TE€YEeHHE HEOIIaCTUYECKOIo Ipoliecca JEYEHUE MPOBOJUTCS COBMECTHO CO CIELUAINCTAMU B
00JIACTH OHKOJIOTHH U OHKOXUPYPTHH.

J B omHOM ciyyae mioTHOE HpuJIeKaHHME JUCIUIACTUYHBIX IMPUJIATKOB MAaTKM K MOYEBOMY
My3BIPI0 UCKJIIOYAJIO BO3MOXKHOCTh NPUMEHEHHS] UMEBLIMXCS B HAJIMYMM AJIEKTPUUYECKUX BUJOB
XUPYPTUYECKON HPHEPTUU, YTO MOTPeOOBalIO Mepexoia Ha JAMapOTOMHIO, IOCIE MPOBEICHUS
JMAarHOCTHYECKOTO 3Tarla JIAapOCKOIUH.

[TonmHOLIEHHOE TpEeJoINepalMoOHHOe J000celoBaHNe, aJeKBaTHas IpeaoNepalnoHHas
MIO/ITOTOBKA, HCIIOJIb30BAHWE COBPEMEHHOTO OOOpYyAOBaHUS, B TOM 4HCIE anmaparypsl,
oOecrnieunBaroIIel HU3KUI nopaxaromuil 3p(HeKT OKpyKarolX TKaHeH, TIIaTeIbHbIA FeMocTa3 1
BBICOKO JIETAIM3UPOBAHHOE M300pa)keHHE B HAIEM HMCCIEOBAHUU IMO3BOJISUIM IIUPOKO CTABUTh
NoKa3aHMs K MPUMEHEeHHIo Janapockonuu y aereit ¢ DSD. Heo6xoaumMo oTMETUTh, YTO HaJlM4ne
CIIA€YHOT0 Mpoliecca B OPIOIIHOM IOJIOCTH, paHee SIBISBIIEECS OrPaHUYMBAIOLINM (PaKTOPOM
MIPUMEHEHHUSI JIaapOCKONNM, B HallleM HaOJMIOJEHHMU K TAaKOBBIM He OTHocutcs. llpumenenue
JANapOCKOMUYECKONH TEXHUKH B aOCONMIOTHOM OonbiIMHCTBE ciydaeB (98,84%) obecrneumnino
BO3MOKHOCTb IPOBEIEHU Ollepalni B TpedyeMoM oobeMe. OCHOBHOE HalpaBJIEHUE ONIEPATUBHBIX
YCWJINN CBA3aHO € 3a00pOM ISl M3yYEHHUS! THUCTOJIOTHYECKOr0 MaTepuaa, ylajleHHeM MOpPOYHON
TOHAJAJIbHOM TKaHW M JEpUBATOB MIOJUIEPOBBIX IPOTOKOB. TeXHHWYECKOE HCIOJHEHUE
JANapOCKOMMYECKON OINEpallud MOBTOPSET MNPUHIMIBI KIACCUUECKON XUPYPruu, I03BOJISSA
obecrieynTh OoJiee TIIATENbHBINA TeMOoCcTa3 U IaIsIIee OTHOLICHUE K OpraHaM U TKaHSM.

2.4. TakTuka M MeTOAbl JIANAPOCKONNYECKON KOPPEeKUHMH AHOMAJMHA OpPraHoB
PeNnpoAyYKTUBHOI cUCTeMbl B MccilelyeMOi rpynie naiueHToB.

IIpn omnpeneneHun TaKTUKM XUPYPrHMUECKOIO Jie4eHHs nanueHtoB ¢ DSD BwigensroT

JHAarHOCTUYECKHUM )51 JeYCOHBII OTallbl JIarmapoCKOIInun KakK COCTaBJIAOIIUC qacTHu

65



MHOT'OKOMIIOHEHTHOT 0 JieueHus. Jlanapockonuueckasi peKOHCTPYKIIUS MOJOBBIX IMyTEH B MEpUOe
HACTYIUJICHUS MTOJIOBOI 3penocTH y nauueHToB ¢ DSD npoBoauTCs OTACIBHBIM 3TArlOM BCIIEICTBUE
OOLIMPHOCTH OIEPAIlMOHHOW TpaBMbI U OCOOEHHOCTEW mocieonepaunoHHoro BeaeHus (Cxema

Nel).

JlnarHoCTUYECKUI JTall JIAIAPOCKOIIUYU IPEJONPEAEIAET TAKTUKY XUPYPIrHUECKOr o JIEUEHUs
nanuenTa ¢ DSD.

3anauu, peraeMble Ha dTare MPOBEIEeHUS JUarHOCTUYECKON J1anapoCKONNH:

. Omnpenenenre ToOYEK PactoIOKEHUs] MAaHUITYJIILIMOHHBIX TPOAKapOB.

Beibop  MecTa  pacmosioKEHHs ~ MaHMITYJSIIUOHHBIX — TPOAaKapoB  HPOJUKTOBAH
HEOO0XO/JMMOCTBIO 00€CHeunTh yJOOCTBO MAHUMYJIMPOBAHUS Ha OpraHax Majoro Tasa u3
MUHMMAaJIBHOTO KOJHMYECTBAa TOYEK JocTymna. TpaHcabroMeHanbHas JIIOMUHECIEHIUS 1103BOJISET
n30exaTb paHEHMs] KPYIHBIX COCYJOB IepenHeld OprolHON cTeHKU. BuiyallbHbIII KOHTPOIb
BBEJICHUS B OPIOLIHYIO MMOJIOCTh MAaHUMYJISIIMOHHBIX TPOAKapOB 00ECTIEYMBAET UCKIIIOUEHUE pUCKa
MTOBPEXKICHNS] BHYTPEHHHUX OPTraHOB IIPH TaHHOM IPOLEIypE.

. Omnpenenenne pacronokeHus U TUIIA TOHAAAJIbHON TKaHU.

- IIpn BU3yaIbHOM OLIEHKE I'OHANAJIBHON TKaHW OLICHUBAETCS CTEIEHb U CUMMETPUYHOCTH
pa3BUTHS, ONIPEACIIAOTCS IPU3HAKU AUCTEHE3a U COOTBETCTBUE ONIPEAEIEHHOMY T€HACPHOMY IOy
pebeHKa, pacrlojO)KEHHE OTHOCHTENBHO JIEpUBATOB MIOJJIEPOBOrO MpoToka. B cimyuae
HE00XO0IMMOCTH TPAHCIO3UIIMH TECTUKYISIPHON TKaHHU OLICHUBAETCS CTETIEHb PAa3BUTHSI MUTAIOIINX
€€ COCy/I0OB.

- buoncust ronaganbHON TKaHW NMPOBOAUTCS B Clydae HEMH(OPMATHUBHOCTU BU3YaJbHBIX

JAHHBIX JIsl YCTAHOBJIEHUSI TUCTOJIOTMYECKON CTPYKTYphI. brorncus nokazana Kak OKOHYaTeJIbHBIH
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CIOCO0 yCTAaHOBJICHHUS HO30JIOTUYECKOH (OPMBI MOPOKA, BBHISBICHUS TEUEHUS HEOIUIACTHYECKUX
IIPOLIECCOB U ONPEIEIICHUS IPOrHO3a MAaTOJIOTUH.

o OmnpeneneHne pacrnojoOKEHUs, CTEIEHW Pa3BUTHs JEPUBATOB MIOJUIEPOBBIX IPOTOKOB MU
OLIEHKA PEeNPOAYKTUBHON (PYHKIIMOHAIBHOCTH.

B coorBercTBMM ¢ JAaHHOM 3ajadyell yCTAHABIMBAETCS COOTBETCTBUE IEPCUCTCHIUU
JIEpUBATOB MIOJUIEPOBBIX CTPYKTYP T'€HACPHOMY U OMOJIOTHYECKOMY IojiaM nanueHTa. [IpoBoautcs
BU3yaJIbHAs OIIEHKA HA MPEJIMET BO3MOKHOCTH BBIMIOJIHEHUS PETIPOAYKTUBHBIX (DYHKIMNA TaHHBIX
OpraHoB. B COOTBETCTBMM € 3THM ONpPEACIAETCS CTENEHb NUCILIA3UM MAaTKH, CTPOAIIAsACS Ha
COOTBETCTBUM Pa3MEpPOB MaTKU BO3PACTY MALMEHTA, BBISABICHUU IPU3HAKOB €€ aHOMAJbHOIO
Pa3BUTHSA U OLIEHKE LIEPBUKAIBLHOTO CErMEHTA.

. BeIsiBIIEHHME CONYTCTBYIOLIEN U COYETAHHOM IATOJIOTHH.

Ha nanHOM 3Tane nmpoBOAMTCS 0030pHAs JTanapOCKONHs OPIOIIHON MOJIOCTH M MAaJIoro Tasa.
[Ipu sTOM OCyIIECTBIsETCS MOCJIEN0BATENbHBII OCMOTP BHYTPEHHHUX OPraHOB U CTEHOK BCEX
STa)kei OPIOIIHOM MOJIOCTH ¥ MAJIOro Ta3a. TiiareabHON peBU3HHU MOABEPIatOTCS MECTa TUIIMYHOTO
METacTa3upoBaHMsl OIyXOoJiell IOHaJajdbHOM TKaHU: NapueTalbHas W BHUCLEpaibHas OprolliuHa,
NPSIMOKUIIEYHO-MATOUYHOE  yriryOjeHue, OONbIION calbHHUK, 001acTh OpBDKECYHBIX U
MapaaopTadbHBIX JIUMpATHYeCKNX Yy3i10B. Hawmbomee dYacTo BBISBISIEMON COMYTCTBYIOLICH
NaTOJIOTHEH SIBISETCS HalIW4YMe HEOOIMTEPHPOBAHHBIX ITyOOKHMX MAXOBBIX KOJIEL], YTO SBISETCS
MIPEANIOCBHIIKOM K BOSHUKHOBEHHIO MTAXOBOU IPBIKH.

[TokazaHusMM K MPOBENCHUIO JUArHOCTMYECKON JIaapOCKONHMM OTAEIBHBIM 3TalloM
SIBJISITUCH:

1) Orka3 mnamueHTa WIM €ro MpeAcTaBUTENed OT MpOBEACHUS  OJHOMOMEHTHOM
JIATIAPOCKOINMYECKON KOPPEKLIIMH aHOMAJINK Pa3BUTUS OPraHOB PENPOAYKTHBHOM CHUCTEMBI IO
COOCTBEHHBIM COOOPAXKEHUSIM;

2)  HeobxonumocTh yriayO0iaeHHOrO MOP(OrUCTONIOrMUECKOT0 N3yUYeHHUs TOHAAAbHOM TKaHH;

3)  VYcraHoBieHHE MOTPEOHOCTH B MPOBEACHHM JIOTIOJIHUTENBHOTO Kypca TOPMOHAIBHOMN
TEPAINH;

4)  OrcyrcTBUE HEOOXOAMMOCTH YAAJE€HUS WM TEpPEMEIIeHUs HMEIOIIMXCA CTPYKTYp
PENPOAYKTUBHON CUCTEMBI,

5) HeoOXoauMOCTh HCHOJNB30BAHUS OKCTPAadJOMMHAIBHOTO JIOCTYya K  CTPYKTypam
PENPOAYKTUBHOM CHCTEMBI;

6)  BrlsBieHHE pacIpOCTPAaHEHHOTO TEYEHHS HEOTUIACTUYECKHUX MTPOIIECCOB.
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B namem na6mronenuu npeacrapieHo 26 (30,23%) manueHToB, KOTOPHIM TUATHOCTHYECKAS
JamapocKonusi ObUTa TIpOBElEHA OTHCIBHBIM JTanoM. JluarHoctuveckas JianmapOCKOIIHs,

BBIJICJICHHAA B OTACJIBHOC OIIEPaTHBHOC BMEIIATEIILCTBO, BBIIIOJIHAIACHE B TPEX BapHaHTax.

1. BusyanpHbelil ocMOTp 0€3 JOHNOIHUTEILHBIX MAHUITY/ISIIIANA BBIIOJHEH 5 AETSIM:

. 1-my peOeHKy ¢ areHe3uei roHaj, kapuotun 46XY, BOCIHTHIBAEMOMY B KEHCKOM Tojie. B
JTAHHOM CJIy4ae y MMalUeHTa II0CIIe paHee EPEHECEHHOIO TaX0BOI0 IPhIKECEUEHUS C 2-X CTOPOH B
HeCNEeLUaIN3UPOBAHHOM CTalllOHape He ObUIO BBISIBIEHO IOHaAaidbHOW TKaHu. Ilo pesynbratam
JIaapoCKONMHU MOJIyYeHbl HCUEPIIbIBAIOIIUE JaHHBIE /Ul COCTABJICHUS IPOrHO3a (PePTUIIBHOCTU U
pa3paboOTKH TaKTUKU MTPOBEICHUS MTOXKU3HEHHOW 3aMECTUTEIIFHON TOPMOHAIBHON TepaIuu.

J 2-m manuentam ¢ PAIS, kapuotun 46XY, u 1-my pebenky ¢ SaRD2-deficien, xapuorumn
46XY, BocnuThIBaEMbIM B MYyXCKOM 1mose. Ilo pesynpTatam jamapocKonuM JETSIM PELIEHO
MOBTOPUTh KypC TOPMOHAJBHON Tepamuu C IeTIbl0 OOECIeYeHHs JOCTATOYHOTO pa3BUTHS
COCYIMCTOM CETU CEMEHHBIX KaHAaTUKOB. B nocnenyromeM y ognoro nanuenta ¢ PAIS BeimonaHena
[O3TaHas TPAHCIO3MLIUS MYEK B MOIIOHKY 110 MeToauke Posnepa-CredeHcoHa, y ABYX IpYTUX
[IALIUEHTOB IPOBEJICHO JABYCTOPOHHEE OJHOMOMEHTHOE IIEPEMEIICHHE TOHAJ II0 METOAMKE
[[Temakepa.

. VY onxnoro manmenta ¢ MGD, xapuortun 46XY, OpHEHTHMPOBAaHHOIO B MYKCKOM IIOJIE,
JUArHOCTHYECKAs JIAIIAPOCKONMS IPOBEJAEHA IO MECTY >KMTENIbCTBA, 110 pe3yjbTaTaM KOTOpPOH
OIMCAaHO HAJINYME aCUMMETPUYHO PAa3BUTBIX AEPUBATOB MIOJUIEPOBOIO IIPOTOKA U CTPEKa C OJHOU
CTOPOHBI, B COYETAHHU C YXOIAIIMM B IAXOBBI KaHaJl CTPYKTYpaMHM CEMEHHOIO KaHaTHKa C
npyroii. B Ham cranrionap peGeHOK OblT HarlpaBJieH AJIs BBIOJIHEHNS OCHOBHOTO ATara onepalu,
CBA3aHHOTO C yJaJICHUEM OMMCAHHBIX MTaTOJIOTMYHBIX CTPYKTYD.

1L BusyalnbpHbII OCMOTp, IO pe3yJbTaTaM KOTOPOI'O BBEICTABIECHBI MOKAa3aHHUI K IPOBEICHUIO

OCHOBHOTO 3Tana orcpainnun 3KCTD8.8.6I[OMI/IH3.J'ILHLIM WJIM JIAapOTOMHBIM JIOCTYIIOM. JIaHHBIN THI

onepaimu BeinogHeH 10 geTsam:

. 2-M MaJIbYMKaM € CHHIPOMOM PYJIMMEHTAPHBIX sM4eK, kKapuotun 46XY, n 1-my nmanueHry ¢
S5o0RD2-deficien. Ilpum namapockomuu yCTaHOBJIEHA I1axoBasl JIOKAJIU3alUsl pPyIUMEHTapHBIX
TECTUKYJI U YAOBJIETBOPUTEIILHOE Pa3BUTHE CETU TECTHKYJISPHBIX COCYIOB, YTO TO3BOJIHUIO
BBITNIOJTHUTH OJJHOMOMEHTHOE HU3BEJEHNE FOHAJ] B MOLIOHKY 110 MeToauke [llemakepa.

. 5 manmentam ¢ PAIS, xapuotun 46XY, u 1-my pedenky ¢ MGD, xapuotun 46XY/45X0,
OpPUEHTHUPOBAHHBIM B JKEHCKOM II0JI€, BCJIEICTBUE IIPOBEACHUS AUArHOCTUYECKON JIallapOCKOIHUH

YCTaHOBJICHA HGO6X0)II/IMOCTI) HCIIOJIB30BAHHUA IMMAaXOBOTO AOCTYIIA C ABYX CTOPOH. IToxazanmem x
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IIPOBEJCHUIO  JUAarHOCTHUYECKOM JIallapOCKONMM  JAHHOW TIpynne MAnueHTOB  CIyXKuia
He/l0cTaToYHast UH(OPMATUBHOCTb AAHHBIX Y3V MM BbICOKas CTENEHb PETEHLUN OOHAPYKEHHBIX
TECTHUKYIL.

. OauH nanueHT, BOCHUTBIBAEMbI B MyxkckoMm mnoie, ¢ OT-DSD, kapuotun 46XY, npu
JIanapoCKONHK BbISIBIEHO MHTUMHOE NpUJIeKaHHe AMCTEHETUYHOM IOHa/Abl U MaTO4YHOM TPYObI K
MOYEBOMY I1y3BIPIO, YTO NOTPeOOBAJIO Mepexoa Ha janaporoMuto 1o Ildanenmrumio.

III. BusyaabHBIN OCMOTp B COYETAHMH ¢ OMOICHEN rOHAJAILHON TKaHU. JlaHHBIN TUII Oonepallui

BbInoJiHeH 11 geTsaMm:

. 3-M JIeBOYKaM C 4YMCTOM (hopMoii aucrenesnent suaHUKoB, kapruotun 46XX. [1o pesynpTatam
BU3YyaJbHOTO OCMOTpPa Y JAaHHBIX OHWOICHMU BBISIBJICHA OBapuaibHas TKaHb, MCKIIIOUEHA
MEPCUCTEHIMSI HE3PENIbIX TECTHKYJSPHBIX KJIETOK, 00yClaBIMBAIOIIas PUCK ManurHuzauuu. Ha
OCHOBAaHUU TOJYYEHHBIX JIAaHHBIX COCTaBJEH IPOrHO3 (EPTUIBHOCTH M pa3zpaboTaHa TaKTHKa
IIPOBEACHUS 3aMECTUTEIIBHON TOPMOHAIIBHON TE€paIUU.

. 4-m persm ¢ MGD, BoCIIUTBIBa€MBIM B MYKCKOM Mojie. Y 2-X MAalMEHTOB ¢ KapUOTUIIOM
46XY, ¢ 0IHOI CTOPOHBI UMEN MECTO (PUOPO3HBIN CTPEK, C IMPOTUBOMOIOKHOMN - TECTHKYISAPHBINA
CTPEK CO CKOIUIEHHMEM HE3PEJIbIX TECTUKYISPHBIX KJIETOK MPEUMYILECTBEHHO Ha JIaT€paJlbHOM
nomtoce (uOpo3HO CTpyKTyphl. [losydeHHBIE JaHHBIE MO3BOJIMIM YOEIUTh HpeIcTaBUTENEH
nanueHTa B HE0OX0AMMOCTH yJaJIeHUsl BCEH MMEIOIENCS TOHAAAbHOM TKaHH C LIEJIbI0 CHUKEHUS
pHUCKa pa3BUTHS HEOIUIACTHYECKHUX MpolieccoB. B 1-m HaOmoneHnn y maiueHTa ¢ KapuoTHIIOM
46XY/47XX BBISBICHO COUETaHUE TECTUKYSPHOTO CTPEKA C OJJHOM CTOPOHBI 1 CHOPMUPOBAHHOTO
TECTHKYNa C JIA0MO-CKPOTAJbHOW JIOKATU3alMM C MPOTUBOMNOJOXKHOH. Y 1-ro mamueHra c
kapuoturnom 46XY/45X0, mo qaHHEIM OUOIICHUU, UMEJI0O MECTO COUYETAaHUE TECTUKYIISIPHOTO CTPEeKa
C pacmpe/ielIeHUEeM He3pebIX TECTUKYJISAPHBIX KIETOK Ha BCEM MPOTSKEHUH (PrUOPO3HON MOJIOCHI C
OJTHOH CTOPOHBI W a0JOMMHAJIBHO pPAaCIOJIOKEHHOTO JUCT€HETHUYHOIo sAHWYKa C JIpYroii,
coJiepKaliero Hu3Ko AupdepeHIupoBaHHbIE TECTUKYIISIPHBIE KIETKH.

. 2-m petsam ¢ OT-DSD. V manbuuka, kapuotun 46XY, 1no pe3yiabTaraMm OMOIICHU BBISBIEH
OBOTECTHC C JBYX CTOPOH, IIOCJIE IIOJIYYEHHMsS COIIACHS OT IPEACTAaBUTENEH MalueHTa, IIpU
MTOBTOPHOM JIalapOCKONMHK TOHAJIbI ObUIN y/ajeHbl. Y BTOPOro manueHTa, kapuotun 46 XY, mocne
CEpPUM MACKYJIMHU3HPYIOLIUX ONEepalii, TPOBEACHHBIX IO MECTY JKUTEIBCTBA, B BO3pacTe 3-X JIET
npoBeieHa OWOINCHs TOHAAAIbHOM TKaHM, MO pe3ylbTaTaM KOTOPOH C OJHOH CTOPOHBI
OOHapy>KUBAJICS TUCTEHETUYHBIN TECTUKYII, C IPOTUBOIOIOXKHOM CTOpOHBI 0BoTecTHC. [locie yero
BBITIOJTHEHA CMEHA I10J1a peOeHKa Ha KEHCKUH U B MOCJIeIYIOIIeM TPOBeeHa KOPPEKIIHS aHOMAalui

Pa3BUTHS BHYTPEHHUX OPraHOB PENPOTYKTUBHOM CUCTEMBI U cepUsl (PEMUHUZHPYIOIIUX ONEPALIUH.
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. 2-M manmeHTam ¢ cuHapoMoM XX-male, kapuotun 46XX, BOCHHTHIBAEMBIM B MYKCKOM
nosie. [lo pe3ynpTaTam AMArHOCTHYECKOM JAmapoCKONUU W OWOTICHH BBISIBIICHA a0J0MUHATBHAS
peTeHIUs IeTeHEPATUBHO U3MEHEHHBIX TeCcTUKYIL. [locie npoBeieHHON pa3bsiCHUTEILHON paOOThI
C IIPEACTABUTEIISIMHU MAIlMEHTA BBIMOJIHEHA JIallapOCKONIUYECKas TOHAIKTOMMSI.

B cooTBeTcTBHM C MpeACTaBICHHBIMU JAHHBIMU IO JUArHOCTUYECKOW JIAIapOCKONuH, B 16
(18,60%) OKOHYEHHBIX CIy4asX XUpyprudeckoro JnedeHus nereii ¢ DSD neuebHOro srama
JAnapoCKONUU HE MpoBoJAWioCh. W3 HuX, y 4-X NalMEHTOB JIaHHbIE, IOJYYEHHbIE IpHU
JIMarHOCTUYECKOM JIAMapOCKOMUU U TUCTOJIOTMYECKOM UCCIEIOBAHUM TOHAIaIbHOW TKaHU, HOCHIIH
MCYEPIBIBAIOIINNA XapakTep, MOATBEPXKIAIONIUE OTCYTCTBHE HEOOXOAMMOCTH JalbHEHIIEro
XUpypruueckoro jiedeHus. B 1-m cnydae y neBouku ¢ areHesued rosaj, kapuorun 46XY,
BO3MOXXHO YJAJICHHBIMH BO BpeMs MPEAIICCTBYIONICH Omepanud, ObUIO JTOCTATOYHO TOJIBKO
BHU3YyaJbHOTO OCMOTpa OpraHOB Majoro Tasa. ¥ 3-X JeBOYEeK C YUCTOU (HOpMOI OBapHAIILHOTO
nucreHesa, kapuotun 46XX, ¢ 1enpio BepuUKAIMU JHarHo3a IMoTpeOoBajIoch IMPOBEICHUE
OHOIICHH.

B 11 mabnroaeHusIX, B KOTOPBIX MOCIE JHATHOCTUYCCKOW JIAAPOCKOTIHH VISl BBIMIOJTHCHUS
OCHOBHOTO JTama omnepanuud TpedoBajIoCh MPUMEHEHHE SKCTPaabJOMHUHAIBHOTO JIOCTYIIA,
HarsiqHO OTOOpakKeHbl MPEHMYIIECTBAa JIAAPOCKONUU TMepe] HEHMHBA3UBHBIMH METOJaMU
WCCTIEOBaHMUS, HE TO3BOJISIIONIMMHU  JIOCTOBEPHO  OINPEACIUTh ONTHUMAIbHYIO  TaKTHKY
XUPYPTUUECKOTO JICYEHUS Ha JOOTIEPAIlMOHHOM JTarle.

[Tpu 3TOM y 5 MarmeHToB MY»CKOTO IM0JIa TUarHOCTHYECKas IamapOoCKOMus Oblia HarmpaBJieHa
Ha ONpENEIeHUe CTENEeHU pa3BUTUS TECTUKYISIPHBIX COCYIOB, YTO I[O3BOJISUIO BHIOpaTh
ONTUMANIBHBIA C1IOCO0 HU3BeNeHUs ToHal. Tak y 2-x manbunkoB ¢ CPS, kapuotun 46XY, u 1-ro
Manpunka ¢ SoRD2-deficien, xkapuotun 46XY, yCTaHOBIEHO IOCTATOYHOE Pa3BUTHE COCYIOB
CEMEHHOT'0 KaHaTHKa Uil MPOBEJAEHUS OJHOMOMEHTHOI'O HU3BEACHUS TOHAJ B MOIIOHKY. Y 1-ro
Manpunka ¢ PAIS, kapuotun 46XY, u 1-ro mampbuuka ¢ SaRD2-deficien, xkapuotun 46XY,
YCTAaHOBJIEHBl TOKa3aHUsS K MPOBEICHHUIO JIONOJHUTEIBHOTO Kypca TOPMOHAJIbHOW Tepaluu,
MTO3BOJIMBIIICH BHITIOJIHUTH HU3BeeHNE sinuek 1o [llemMakepy mpu mocieayromiei onepanuu.

VY manueHToB KEHCKOT0 M0J1a HEOOXOIUMOCTh MTPOBEACHUS TUArHOCTUUECKOM JIAITAPOCKOTTUU
MIPOJUKTOBaHA OTCYTCTBHEM JIOCTOBEPHOU MH(OPMALIMK O JTOKAIHU3AIMH MaTOJIOTMYHBIX TOHA]] Ha
npenonepanuoHHoM dtane. Y 5 marmuertoB ¢ PAIS, kapuorun 46XY, u 1-ro pedenka ¢ MGD,
kapuotun 46XY/45X0, BOCIUTHIBAEMBIX B KEHCKOM TI0JIe, MPOBEeHA TOHAIIKTOMUS MaXOBBIM

JOCTYTIOM.
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V¥ 1-ro nmauuenta myxckoro nosna ¢ OT-DSD, kapuorun 46XY, BcieacTBUe BhIpa)KEHHOM
JUCIUIA3UM  Ta30BbIX OpPraHOB M  PHCKAa TpaBMaTW3allud CTEHKHM MOYEBOIO  IIy3bIps
JNEKTPOXUPYPIrUUECKUMU BUJAMU SHEPIMM B YCJIOBHUSAX MAHUITYJIMPOBAHUS HMEIOIIUMHUCS B
pPacClOpsDKEHUM  XUpPYpra  JIAMapOCKONMUWYECKUMH  WHCTPYMEHTAMH, PEIICHO  BBINOJHUTH
namaporomuto 1o [lpanenmunio. JJaHHBIA NpUMEp AEMOHCTPUPYET HEOOXOAMMOCTH BBICOKOTO
TEXHUUYECKOI0 OCHAIICHHsI CTallMOHapa, MPOQMINPOBAHHOTO Ha JieueHue nanueHTos ¢ DSD.

B coorBercTBMM C TpeACTaBIEHHBIMU BbINIE JaHHbIMH, B 10 HaOmoaeHUAX
JIAMapOCKOMMYECKasi KOPPEKLUSI UMEIOIIUXCS aHOMAINI Pa3BUTHSI IPOBE/ICHA OTACIbHBIM 3TAIIOM
IocJie TMarHocTuueckoi sanapockonuu. IIpu 3tom B 2-x HaOMIOACHUSIX pa3/elIbHOE IIPOBEIEHUE
JMArHOCTHYECKOTO U JIEYEOHOTO STaroB Ha JIBE OINEpali HE CBSI3aHO C HM3YYCHHEM JaHHbBIX
oworicun. Y wmanbunka ¢ PAIS, kapworun 46XY, 1o AaHHBIM JIAlTAPOCKOIHUH, BCIEIACTBUC
YCTAHOBJICHHOW BBICOKOW CTEMEHM PETEHIMW TOHAJI W HEJOCTaTOYHOTO pa3BUTUA CETH
TECTUKYJIIPHBIX COCYZIOB, IOCJ€ IMpoBeneHHOro Kypca XI'U mpoBeneHO HHU3BEIEHHE TOHAJ B
MomoHKy 1o Meroauke dosnepa-Credencona. ¥V nanuenta myxckoro noia ¢ MGD, kapuotun
46XY, nocne BBINOJHEHUS TUAarHOCTUYECKOM JIAapOCKONUU 1O MECTY KUTEIbCTBA, BCIEICTBUE
OJIHO3HAYHOCTH BBISIBJICHHBIX TPU 0030pHOI! J1amapoCcKONuy U3MEHEHHH, B CIICIIHAIM3UPOBAHHOM
CTallMOHApe BBINOJIHEHA OJHOMOMEHTHAs JalapOCKONUYecKas KOPPEKLUs aHOMAJIUN pa3BUTHUS
pPENpOAYKTUBHOM cucTeMbl. B  ocranpHbix &8 HaOMIOAEHMSIX MPOBOJWIOCH YIIyOJEeHHOE
Mop(dorucronornueckoe u3ydeHue OuomnTara TOHAAAIbHOW TKaHW, 4YTO MO3BOJISLIO BHIOpATh
ONTUMAJIbHYI0 TAKTUKY XUPYPTHUUECKOTO JIEYEHUs [MAalMUEHTa, HCKIIOYUTh PUCK TEUYEHHUS
HEOIUTACTUYECKUX MPOLECCOB, OMPEACIIUTh XapaKkTep 3aMECTUTEILHON TOPMOHAIBHOM Teparnuu. Y
pedenka c OT-DSD, kapuotun 46 XY, mpoBeieHHE THCTOJIOTHYECKOTO UCCIICIOBAHUS TOHATAIbHON
TKaHU 1O MECTY >KUTENbCTBA IMO3BOJWIO BEPUPHUIIMPOBATH AMArHO3, ONPEACTUB MalMeHTa B
KEHCKOM TI0Jie, TIpepBaTh CEPUI0 MACKYJIMHH3UPYIOUIMX oOmepalui, u30exaTh pucka
MaJUTHU3AIMK JUCTEHETUUHBIX TOHAl. B ocTaipHBIX 7 ciydasx y MalMeHTOB C MYKCKUM TOJIOM
BOCIUTAHMS TPOBEIEHUE YIIIYyOJEHHOT0 MOP(OJOTHYECKOrO0 H3Y4YEHMsI TOHAJANbHOM TKaHU
MIPOJUKTOBAHO HEOOXOIUMOCTBIO OIEHKA BO3MOXKHOCTH €€ coxXpaHeHUs. Y 2-X MaIlUeHTOB,
OpPUEHTUPOBAHHBIX B MYKCKOM TI0JIe, ¢ cuHApoMoM XX-male, kapuotun 46XX, HEOOXOAUMOCTh
yray0JaeHHOTO MOP(OIOrHueckoro M3y4eHHsl TOHaJalbHOW TKAaHU OOYCIIOBJIEHA BHU3YaJbHO
OTHOCHUTEIIFHO TPAaBUIBLHBIM CTPOCHHEM KPUIITOPXHUPOBAHHBIX TECTHKYIN. llojydeHHBIC TaHHbBIE
TUCTOJIOTMUECKOTO  3aKJIIOYEHHUsT  MCKIIOYaIM  BO3MOXKHOCTH  COXPaHEHUsT  HMMEIoLIeics
TECTUKYJISIPHOM TKaHU, BCJIEACTBUE BBIPAKEHHBIX JIETEHEPATUBHBIX HM3MEHEHUW B Hel. Y 5

MalMEeHTOB Ha YTITyOJIeHHOM MOP()OTHUCTOIOTHYECKOM U3YISCHUH UMEIOIIEHCS TOHAJATbHOM TKaHH,
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C LENbI0 OIICHKH BO3MOXXHOCTH €€ COXpaHEHHUs, HAaCTauBaJIM OQHUIMAIbHBIC MPEICTABUTEIN
nanueHTa. HeoOXoauMo OTMETHUTH, YTO POAMTENM IMAIMEHTOB YKa3blBalld Ha HEOOXOIHMMOCTb
MIPEIOCTABIIEHUSI UM BPEMEHU Ha pPa3MbIIUICHHUE O MPOBEACHUU PAJMKAIBLHOM OIepaluu Mocie
MOJTyYEeHHUS TUCTOJIOTUYECKOT0 3aKiItoueHH. Tak, mocie noxy4eHus: HHPOPMHUPOBAHHOTO COTIIACHUS
OT PpoauTeNiedl NalMEeHTOB JABYCTOPOHHSS TOHAJAKTOMHS BBIIOJIHEHA Yy 3 MAlUEHTOB,
BOCITUTBIBAEMBIX B MYXKCKOM mojie ¢ MGD, B 2-x ciydasx kapuotun 46XY, B 1-M HaOI01eHUN
46XY/45X0 u y oqnoro manuerTa ¢ OT-DSD, kapuotun 46XY. B 1-m cirydyae y manpunka c MGD,
kapuotunn 46XY/47XXY, BBINOTHEHO YAalleHWE TECTUKYSIPHOTO CTPEKa C COXpaHECHUEM
c(hOPMHUPOBAHHOTO STUYKA JITOMOCKPOTATLHOM JIOKATH3AIIHH.

Hcxons uX TpeacTaBlICHHBIX JAaHHBIX, CIIydaeB, TPEOYIOIUX HHTPAONEPAIHIOHHOTO
W3Y4YEeHHUS] TUCTOJIOTUYECKOTO CTPOCHHSI TOHAJANbHOM TKaHU, B HamleM HaOMIOJEHUU He
IIPE/ICTaBJICHO.

B ocranbnbix 60 (69,77%) cinydasx HaOMOACHHUS AUATHOCTHYECKHHA ATarl ObUT HEpa3pbIBHO
CBA3aH C OJTaloM JIeYeOHOM JIalapoCKONMHM, YTO OOYC/IaBIMBAaET CHMKEHUE CYMMapHOIO
XUPYPrU4ecKOro BO3ACMCTBHS HA OpraHuW3M TMAalMeHTa ¢ TOBBIIIAET JKOHOMHUYECKYIO
3¢ (HEeKTUBHOCTh JIEUEHHUS TMAIMeHTOB MAHHOW Tpymmbl. TakuMm 00pa3oM, B MPEICTaBICHHOM
HaOmrogeHnu JiedeOHbIi dTan sanapockornuu BeimodHeH 70 (81,40%) mamueHTam, KOTOPBIM
MPOBOAMJIACH ~ MHTpaabJOMHMHANbHAs  XHUpYpruyeckass  KOpPpEeKUus  IOPOKOB  pPa3BUTHS,
cBoiicTBeHHbIX DSD. JlaHHBIE MO MPOBEIEHUI0 PEKOHCTPYKTHBHBIX JIAIAPOCKOMUYECKUX
olepaluii, CBA3aHHbBIX C KOJBIIONO330M WJIH KOJIBIIOIOHTALUEN HE YUYUTBIBAIOTCS B CBSI3U C TEM,
YTO JAHHBIN TUII ONIEpALlMU HE SBJIAETCS CTPOTO CrelUPUUHBIM ISl manueHToB ¢ DSD.

OCHOBHBIM yCIIOBHEM MIpH TMPOBEACHUU JIe4eOHOIro AJTama JIAaNapoCKONUHU SIBISIACDH
BO3MOKHOCTh 00€CIieueH sl JOCTOBEPHOTO U 0€30MacCHOr0 YAAJICHHsI HAaTOJIOTUYHBIX CTPYKTYP UIIH
TPAHCHO3MIIUU COXPAHSAEMOI TeCTHKYJSApHOM TkaHU. OOOCHOBaHMEM JJIsl OTKa3a OT MPOBEIECHUS
Je4eGHOro 3Tarna JanapoCKONUH CIIYKMJIO OTCYTCTBHE MOP(OJIIOTUYECKUX CTPYKTYP, TPEOYIOMHNX
yAaJeHus WIM TepeMelleHUs] U MOTPEeOHOCTh HCIOIb30BAaHUS 3KCTPaabJOMUHAIBHOTO WU
JAnapOTOMHOTO JI0CTYIA, CBSI3aHHAs C PAaCIOJIOKEHUEM AUCTONMPOBAHHONW FOHAAIbHON TKaHH.

B namem HabmroaeHun y nanueHToB ¢ DSD TakTrka 1 00bEM ONEpaTUBHOTO BMEIIATEIHCTBA
TJIaBHBIM 00pa3oM 3aBUCAT OT BUJA U CTENEHU AMCILIA3UU, COOTBETCTBUSI ME€HAEPHOMY IONY H
pacrojoKeHUs] TOHAJabHON TKaHU, a TaKXKe MEePCHUCTEHIMH U YPOBHS DPa3BUTHS IEpUBATOB

MIOJUICPOBBIX ITPOTOKOB.
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B 3aBUCHMOCTH OT HAMW4YHs JUCT€HE3a TOHAJAIBHONW TKAHU MOXHO BBIICIHTH 2 TPYIIIBI
MAMEHTOB, PA3INYAIOIINXCS TAKTUYECKUM MOAX0JI0OM K OTIEpaTUBHOMY JICUEHHUIO MPEICTABICHHOM
MaTOJIOTUH.

B rpynny «A» oTHeCeHbI HapyIIeHUs TTOJIOBOU U HEPSHIIUPOBKHU, HE COTPOBOKIAIOIITHECS
rpyObIM JMICT€HE30M MOHAJAIbHON TKaHu. B manHyro rpynmy BriarodeHo 27 (31,40%) nanueHTos,
KOTOpPBIM IIPOBOAMJIACH JaMapocKonus. ['pynmna MmanueHTOB, OMpPENEICHHBIX B MY)KCKOM IOJe€,
BKrovaeT: 3 manuenta ¢ PAIS, 5 nereti ¢ CPS, 3 pebenka c PMDS u 2 manmenta ¢ SaRD2-deficien.
B rpynme pereli ¢ KEHCKMM TICUXOCOLMATHHBIM THUIIOM OMNPEIEISUIACh PAa3IMYHAsi CTETICHb
BBIPQ)KEHHOCTH CHHAPOMA TECTUKYIISIpHOH peMuHm3anmy; B 4-x ciydasx ormevanach CAIS u B 10
nabmonenusix PAIS. Pacnipenenenue naiueHTOB rpyHibl «A» MO MOy U T€HOTUITY OTOOPa)KEHO B

Tabmuue 10.

Ta6muna 10. CocTaB rpymniibl MAIMEHTOB «A».

®opma DSD Kapuorun My:KCKoii 1101 Kenckuii noa
AlS CAIS 46XY - 4
PAIS 46XY 3 10
CPA 46XY 5 -
PMDS 46XY 3 -
SaRD2-deficien 46XY 2 -

B a1y rpynny Brinrouen 1 namuent ¢ PAIS, kotopoMy npoBoaniachk nepeperucTpanys mnojia
C MYXKCKOro Ha jXeHCKMi. B omHom ciiyuae y pedenka ¢ PAIS, ¢ JBOMCTBEHHBIM CTpOEHUEM
TEHUTAINM, 3aJJOKyMEHTUPOBAH OTKAa3 IPEJCTABUTENIEM NAUMEHTa OT CMEHBl MY)KCKOIO I10ja
BOCIIUTAHMSI U PETUCTPALMOHHBIX TaHHBIX B )KEHCKHUH I10J.

XapakTepHbIMM TPU3HAKAMHU JAHHOM TPYIIBl SABISIMCH: Kapuotun 46XY, oTcyTcTBHE
XPOMOCOMHBIX AaHOMAJIMH, OTHOCHUTEIBHO HU3KHA PHUCK M IO3JHUE CPOKH MAaJIUTHHU3ALUU
JMCTONMPOBAHHON TECTHKYJISIPHOM TKaHU. BHE 3aBUCHMOCTH OT TMOJOBOM MNPUHAMNICKHOCTH
NalyeHTa OOIUM MMOKa3aHUEeM K JIalapOCKONUU CITY>KHJIM BBICOKAs CTENEHb PETEHIIUH TECTUKYII
WIM HEO0OXOJAMMOCTb YTOYHEHHS JIOKINW3AllMU TOHaJ, HE ONpeAesieMbIX HEHHBa3UBHBIMHU
Meroaamu. Ha amarHocTHYECKOM »J3Tame HCHOIb30BAICA ABYXTOYEUHBIM JIOCTYI, IIPH 3TOM
JanaponopT A BBEJIEHUS ONTHUKH YCTaHABIMBAJICA MapayMOWIMKAJIbHO M A MaHUIYJISATOpa
WCIOJIb30BAJICST OJUH JIaNaponopT, YCTAHABIMBAEMBIH B IMOJB3IOIIHONW 00JACTH WM BHINIE, B

3aBUCUMOCTH OT BO3pacCTa MalucHTa.
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Y DauMeHTOB C KEHCKOM IICUXOCOUHMAJIBHOM OPUEHTALMEN OCHOBHOE HANPABJIEHUE
ONEpaTUBHBIX YCHJIMNA ObUIO CBSI3aHO C BBISBICHHEM M yAaJCHHEM MYKCKHX TOHaJ C LEJbIO
HCKJIFOYEHMS MaTOJIOTMYHONW TOPMOHAJIBHOM CEKPELMH M PUCKAa MAJIMTHU3ALMH JUCTOMUPOBAHHON
TECTUKYJISIPHOM TKaHW. Ha 3rame nuarHoCTMYECKOW JIanmapOCKONUU OLEHHMBAJIACh BO3MOXHOCTH
BBIBEICHHSI TOHA]] B OPIOLIHYIO MOJOCTh. [IpoTHBOMIOKa3aHUEM K MOMBITKE BHIBEJICHHUS TOHAIBI B
OpIOIIHYIO MOJIOCTh U3 MAXOBOT'0 KaHalla CUUTANIOCh HAJU4KUe OOJIUTEpaIH TITyOOKOTo MaxoBOro
kojpua. llpu nokanmuM3anum TeCTHKYJl B BEpXHEW TPETH IIAXOBOIO KaHAa M HAJIUYUHU
HEOOJIMTEPUPOBAHHOTO TIYOOKOrO MAaxOBOTO KOJbIA OCYIIECTBISIACH TOMBITKA H3BICUYCHUS
TOHAJIBI B OPIOIIHYIO MTOJIOCTH TTOCPEICTBOM TPAKIIUH 33 CTPYKTYPhl CEMEHHOT'O KaHAaTHKA. B msaTH
Clly4asix y MaldeHTOB COIMAIBHOTO >KeHCKOro nona ¢ PAIS Tectukymnsl Obun (UKCUpPOBAHBI B
[IaXOBOM KaHaje, YTO HE TO3BOJWIO IPOBECTH JANapOCKONHUYECKYI0 T'OHAJI3KTOMHIO,
COOTBETCTBEHHO, TOHaJbl yAaJeHbl M3 MaxoBOro jocryna. Y 9 MalMEeHTOB € CHHIPOMOM
TECTUKYIIAPHOW (PeMHHHM3AIMKN, OPHCHTUPOBAHHBIX B JKCHCKOM IIOJIe, TIO pe3ylibTaTaM
JUArHOCTHYECKOr0 3Tara JIAapOCKOIMU, HA OCHOBAHUHU DPACIOJIOKEHUS TECTUKYJISAPHOW TKaHU
BBICTABJICHbl TOKa3aHUS K JanapOCKONWYECKOW TOHAJA3KTOMHH, KOTOpas MHPOBOAMIIACH ITyTEM
OUIOJSIPHOI KOAaryJsiiMd Ha YPOBHE COCYAOB CEeMEHHOro kaHaTuka. CummerpuyHas (opma
a0JOMUHAIIbHOW WJIM BBICOKOW MAaXOBOW PETEHIIMU TECTUKYN oTMeueHa y 2-x neBouek ¢ CAIS u 4-
X manueHTok ¢ PAIS, koTopeiM Oblia BBINIOJIHEHA JABYCTOPOHHSS —JIANapOCKOIHYECKas
TOHAIPKTOMHUS. Y 3-X NAlMEHTOB >KEHCKOTO MO0Jla BOCHUTAHUS C CHUHAPOMOM TECTHKYISIPHOM
(heMUHU3aMN TOHAIPKTOMHSI C OJIHOM CTOPOHBI BBHIMOJHEHA JAMApPOCKOMUYECKHM JOCTYIIOM,

KOHTpJIaTCpaibHas roHaja, (bHKCHpOBaHHaH B ITaXOBOM KaHaJIC, yAaJICHA MaXOBbIM JOCTYIIOM.
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Pucynok 10. ®deHoTun mNamveHTa >KEHCKOW IMCUXOCOLMAIbHON OpPUEHTAIMM C CHUHIPOMOM
Moppuca.

HpI/I TUCTOJIOTUYCCKOM HCCIICAOBAHHUHU FOHaHaHBHOﬁ TKaHH, YHaﬂeHHOﬁ Yy NanueHTOB
KEHCKOTI'O I10JI1a C AIS, OTMCYCHBI JCTCHECPATHBHBIC USMCHCHUA TCCTHKYII C mnepnnasneﬁ KJICTOK
Heﬁ;u/lra u ,Z[C(I)I/ILII/ITOM KOJIITar€HOBBIX BOJIOKOH.

B cIydac OINpCACICHUA IMMalUCHTAa B MYKCKOM TIIOJIC IIOKa3aHUd K JIAIIapOCKOIINU
BBICTaBJISIJINCh B CBA3U C H606X0}II/IMOCTI)IO YTOYHCHUA JIOKAJIM3allu TOHAaJZl, HC OIPCACIIACMBIX
HCUMHBA3WBHBIMU MCETOJaMM M IMPOBEACHHUEM OLCHKH CTCIICHW pPa3BHTUA COCYAOB CEMCEHHOIO

KaHaTHKa. [[puOpUTETHBIM HampaBJICHUEM ONEPATHBHBIX YCHWIIMK OBLJIO HU3BEACHHE TECTHKYJ C
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LEJIbI0 COXPAHEHUs] COOCTBEHHON TOPMOHAJILHOM CEKpEINH MallMeHTa, CHUKECHUS PUCKA Pa3BUTHS
JIEreHEPAaTUBHBIX H3MEHEHMH U Yrpo3bl MaJUTHHU3AIMM HMEIOLIEICS TOoHalalbHOW TKaHU.
CoxpaHeHune roHaJ MpPeACTaBISAIOCh 3HAYUMBIM C TOYKH 3PEHMS MICUXOCOLMAIBLHON ajanTaiuu
NAIMEeHTOB JAHHOM TpyNIbl M BO3MOXKHOCTM 3a0opa Ouomarepuana JUisl PENpONyKIHH B
nocneayrwoueM. Y nanueHtoB ¢ PMDS onepanus 1omnonHsuiach J1arnapoCKONUYECKUM YAAJIEHUEM
JIEpUBAaTOB MIOJUIEPOBBIX MPOTOKOB. Koppekuusi anomanuii pa3BUTUSL PENPOTYKTUBHON CHCTEMBI
MIPOBOAMIIACH C UCIOJIB30BAHUEM JIAMIAPOCKOMYECKON METOIUKH U3 CTAHIAPTHOTO TPEXTOUEYHOTO
PAacIoNIOKEHUs] TPOAKAPOB, YTO OOECIIEUMBANIO aJI€KBATHBIA JOCTYH B OPIOUIHYIO HOJOCTH JJIS
BBITIIOJTHEHUS JIEYE€OHO-TMarHOCTUUYECKUX MEPONPUATUI B IOJTHOM 00OBbEME.

B cooTBeTcTBUU C MPUBEACHHBIMU BBIIIE JAHHBIMU IO AUATHOCTUYECKOM JIAMapOCKONHH, Y 5
MAIMEHTOB MYXCKOH IICMXOCOLNATbHONW OPUEHTAIIUH, BXOSIINX B COCTaB IPYIIIBI «A», BBISIBIICHBI
MIOKa3aHHWs K TPOBEJACHHUIO OCHOBHOIO 3Tama ONEepallud C  [PUMEHEHHUEM  TOJBKO
AKCTPaabOMUHAIBHOTO JlocTyna. Ha OCHOBE KOHCTAaTaluM YAOBJICTBOPUTEIBHOTO Pa3BUTHS
TECTUKYJIIPHBIX COCYJIOB, [TO3BOJISIFOIIMX BBIIOJIHUTH OJJHOMOMEHTHOE HU3BEJICHUE TECTUKYJ O€3
BBIPOKEHHOTO HATSXKEHUS COCYAOB CEMEHHOTO KaHaTHKa, IOCJIe TUAarHOCTHYECKOro JTama
Jmanapockonuu Oblia mposeneHa omnepanus opxonekcuu mno lllemakepy 2-m netsim ¢ CPA u 1-my
pebenky ¢ SaRD2-deficien. ¥V 1-ro mamuenta ¢ CPS u 1-ro ¢ 5SaRD2-deficien BbICTaBICHBI
MMOKa3aHUs K IPOBEJCHUIO JIOMOJHUTEIBLHOTO Kypca TOPMOHAJIBHOW Tepanuu, Mocje 3aBepLIeHUs
KOTOPOI1 BBIIIOJIHEHO OJTHOMOMEHTHOE HU3BEACHHE rOHa B MOIIOHKY 110 Illemakepy.

B ocraBmmxcs 8 cinydasx TakTHKa KOPPEKIMH TPEACTABICHHBIX AHOMAIMKA pa3BUTUS
OCHOBBIBAJIACh HA MCIOJb30BAaHUM JIAIAPOCKONIMYECKOW METOAMKU WM KOMOMHMPOBAaHHOM
COYETaHUM UHTPAa0JOMUHAIBHOTO U AKCTPAadAOMUHAIBHOIO JJOCTYIIOB.

[TokazaHus K UCTIOIB30BAHUIO TAAPOCKONNYECKON METOUKHN HU3BEICHHSI TOHA/] B MOILIOHKY
BBICTABISIJIUCh B CBSI3M BBICOKOM CTENEHBIO PETCHIMM SMYKA, HCKIIYAIOIIEH IPOBEICHUE
OJIHOMOMEHTHOM OpXOIEeKCUH 0€3 BBIPa)KEHHOTO HATSKEHHUSI COCYJJOB CEMEHHOro KaHaTuka. [Ipu
STOM HCIIOJIb30BANIaCh IByXATallHasi METOJMKa HU3BeAeHus sinuek Posnepa-Credencona. B Hamem
HaAOJIIOACHNU JIalapOCKONMMYEcKass METOJMKa IOATAlHOTO HU3BeJeHus ToHax mno dosiepy-
CredeHcoHy C IBYX CTOPOH IpoBeJeHa 3-M mamuenTaM: 1-my manuenty ¢ PAIS u 2-m nanuentam
c CP4. B 1-om cnyuae y marmuenTta ¢ CPS u 1-ro manmenTa ¢ PAIS onucano koMmOMHMpPOBaHHOE
MIPUMEHEHUE METOJMK: KOTJa C OJHOW CTOPOHBI BBIIOJHEHO OJJHOMOMEHTHOE HHU3BEIEHUE
TecTukyna o lllemakepy, Tora kak KOHTpJaTepaibHas TOHAa HU3BEEHA ABYXATAITHBIM METOIOM

dosnepa-CrepeHcoHa.
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VY narmenta ¢ PMDS, oOpaTuBIerocst K Ham B MilaJillieM IKOJIBHOM BO3pacTe, TOHA bl ObLIN
MPEACTABICHBI COYETAaHHEM C(HOPMUPOBAHHOTO  SMYKAa MOIIOHOYHOW  JIOKAIW3alMH |
THUIIOTUIa3UPOBAHHBIM TECTUKYJIOM, PACIHOJIOKEHHBIM Y TIyOOKOTrO KOJbIla TaXOBOI'O KaHala.
[IpoBeaeHo NanapocKONUYecKoe yiajaeHue JUCTOMMPOBAHHON FOHAIbI U IEPUBATOB MIOJIJIEPOBBIX
MpPOTOKOB. B maToMopdonoruyeckoM 3akiIOUeHUH OTMEUYEHBI BBIPAKEHHBIC ICTeHEPATHBHBIC
W3MEHEHUs B TMPEJCTaBICHHOM JUIsl WCCICAOBAHUS SIMYKE, HE3PETbIX KJIETOYHBIX (OpM He
BbIsIBIICHO. B 1 Habmonennn y naruenta ¢ PMDS orMeuanach 0THOCTOPOHHSS ITax0Bask PETCHITUS
SMYKa, KOTOpOE paHee OBUIO HHU3BEACHO IO MecTy kuTenbcTBa. OOparieHne B
CIEIUATU3UPOBAHHBIN CTAlIMOHAP CBS3aHO C PEIUAMBOM KPUNTOPXH3Ma. BBIMOIHEHO MMOBTOPHOE
HU3BEJEHUE TECTUKYJIA U J1aNapOCKOIUYECKOEe yJIaJe€HUE JIEPUBATOB MIOJUIEPOBBIX TPOTOKOB. B 1
HabmoneHuu y nauenTa ¢ PMDS npu ckpunuHroBomM nposeaenuu Y31 B MONUKIUHUKE 110 MECTY
KUTEIIbCTBA BBISABICHBI 3XOTpadUuecKUe MPHU3HAKKA TEPCUCTCHIIMHA JICPUBATOB MIOJUICPOBBIX
MPOTOKOB, YTO TOCIYXKHJIO TPUYUHON OOpalieHuss B CICIHUATN3UPOBAHHBIN CTaIlMOHAP.
Y I0BIETBOPUTENBHO C(HOPMUPOBAHHBIE TOHAABI WMEIH MOIIOHOYHYIO JoKaim3amuioo. [locie
MIPOBEICHHOTO 00CIeA0BaHUS TPOBECHO JAMapOCKOMYECKOE YAaIeHUE IEPUBATOB MIOJIIIEPOBBIX
MPOTOKOB.

B rpymmy «By» BKIOYEHO 55 MamueHToOB ¢ JIUCTEHE30M roHajaalbHOM TkKaHU. 53 (61,63%)

ManueHTaM IpOBEJIeHa JalapOCKONUUYecKas KOPPEKLHs aHOMAaJHil OpraHOB pPENpOIyKTUBHOM
cuctembl. B ogHOM ciiydae y pebeHka, OpueHTUPOBaHHOTO B My ckoM mosie ¢ OT-DSD, kapuotun
46XY, nocne IMarHOCTUYECKON JTaapOCKONMUU OCHOBHOM ATall BBINOJHEH Yepe3 JanapOTOMHBIN
noctynn mo Ilpanenmrmmo. Taxxe y 1-ro pebenka ¢ MGD, xapuorun 46XY/45XO0,
BOCIIUTBHIBAEMOTO B JKEHCKOM IIOJie, IIOCJI€ JIMarHOCTUYECKOW JIallapOCKONUU yAaJeHUe
MaTOJIOTUYHBIX TOHAJl BBINOJHEHO MAaxoOBBIM JOCTyNoM. PacnpeneneHue manuMeHTOB IO MOy U
TeHOTUITy B COOTBETCTBUU ¢ (OpMOIl maTojoruu mpenacrasieHo B Tabmnuue 19. Jlannas rpymnmna
naueHToB ¢ DSD  xapakTtepusyeTcsi pa3IM4YHONM CTENEHbIO BBIPAXKEHHOCTH JIUCT€HE3a
TOHAATFHON TKaHU (YTO TIPENOMpEaeseT BBICOKHM PHUCK €€ MaJWTHU3AINH W HU3ZKYIO
(YHKIIMOHATPHYIO aKTUBHOCTh) ¥  aAHOMAaJbHBIM CTPOCHHEM OPraHoOB MAaJoro Tasa.
[IpuopuTeTHHIMU HAMNPABICHUSAMH TIPU ONPEACICHUU TAKTHUKUA XUPYPTHUECKOTO JIEUECHHS
nanueHToB ¢ DSD, conpoBoskiaronierocs IMCreHe30M rOHaIAIbHOM TKaHU, SIBIISIIUCH UCKITFOUEHUE
WIM 3HAYMTEIbHOE CHIDKEHHE PUCKA Pa3BUTHUS HEOIIACTMYECKUX IPOILIECCOB B JUCTEHETHUYHOM
TOHA/IaJIbHOM TKAaHU, YCTPAHEHHE TOPMOHAIBHON CEKpEelru, MPOTUBOPEUAIIeil M0y BOCIIUTAHUS

ManueHTa U BO3MOKHOCTH COXpPAaHCHUA (I)CpTI/IJ'IBHOCTI/I. Takum o6pa30M, OCHOBHBIMH TOYKaMH
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MPUJIOKEHHUS ONEPATUBHBIX YCHJIMM CIY>KUJU HUCTEHETUYHAsl TOHaJalibHas TKaHb U AHOMAJIbHO
c(hopMHUPOBAHHBIC JEPUBATHI MIOJUICPOBBIX TPOTOKOB.

[Ipu MHTpaomepaliMOHHOM ONpPEAEICHUH METOJIa KOPPEKIIMA aHOMAJIMK pa3BUTHSI OPTraHOB
PENpOYKTUBHOM CHUCTEMBbI Yy TAIMEHTOB C JHUCTEHE30M TOHAJIaJbHOW TKAHU YYUTHIBAIUCH
CIIEIyIOIINe KPUTEPUU OIICHKH TpeOdyeMoro o0beMa ONEPATUBHOTO JICYCHHS IMAlMEHTOB C
HapymeHussMH (GOPMHUPOBAHUS TTOJIA!

° Mopdoornueckue OCOOCHHOCTH M COOTBETCTBHE IICHXOCOIMAIBLHOMY TIOJy TaIlMeHTa
HMEIONICHCS TOHAJaJIbHON TKAaHM;

° PacmonoxeHne roHamanbHOW TKAHHM, BO3MOXHOCTh €€ TPAHCIIO3HUIIMM WM JOCTOBEPHOTO
ynaieHus 0e3 pucka HOBpPEkKACHUS JPYTUX OPTaHOB U CUCTEM;

° CooTBeTcTBHE MOy NALMEHTa UMEIOIIUXCS JEPUBATOB MIOJUIEPOBBIX MPOTOKOB U CTEIECHb
JIUCIITIA3UHA MaTKU,

° Hanuumne npu3HakoB TeueHUs HEOTJIACTHYECKUX MPOIECCOB;

L4 Bo03M0XHOCTB BBITIOJTHEHUS CUMYJIbTaHHBIX onepaunﬁ.

Tabmuna 11. CoctaB rpymnmbl HaiueHToB «By.

®opma DSD ATl cT i MGD | OT- DSD | XX-male
M/K
Kapuorun M/XK M/XK M/XK M/XK M/XK M/XK
14/21 46XY -/3 - -/3 11/11 3/4 -
2/2 46XX - - - - -2 2/-
1/1 46XY/46XX - - - - 1/1 -
-/1 46XX/4TXXY - - - -/1 - -
1/- 46XY/ATXXY - - - 1/- - -
-/1 45X0 - -/1 - - - -
4/4 45X0/46XY - -/1 - 4/3 - -
-2 45X0/46XX - -2 - - -
-/1 45X0/47XXY - -/1 - - -
Bcero -/3 -/5 -/3 16/15 4/7 2/-

TakTuka XMpypruuyeckoro JeueHus 3aBucesia oT 1oJia naiureHTa. B npencraBienHoil rpyire

IIalfMCHTOB 22 pC6CHKa OIIPEACIICHO B MYXKCKOM IIOJIC U 33 nanmueHTa B ) KCHCKOM.
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['pymnmna nanueHToB My>KCKOI0 1oJja ¢ JUCT€HE30M MOHaJaJIbHOM TKaHU BKJIIOYAET 4 ManueHTa
¢ oBotecTuKyisipHOr (opmoit DSD, 2 pebGenka c cunapomomM XX-male m 16 nereit ¢
accuMmeTpuuHoi opmoit aucrenesuu ronan. B 21 uz 22 (95,45%) cinydaeB KoppeKuus aHOMaIUN
pa3BUTHsA BHYTPEHHUX OPIaHOB PENPONYKTUBHOM CHUCTEMBI BBINOJIHEHA C MCIOJIb30BAHUEM
namapockonuueckoro goctyna. ¥ 1-ro mamuentra ¢ OT-DSD, xapuotun 46XY, npu 00630pHOH
JIAalIapOCKONMUHU BBISIBIIEHO WHTUMHOE IPWIECKAHUE EIMHCTBEHHOM JMCT€HETUYHOM TOHAIbl K
MaTOYHOM TpyOe U MOYEBOMY Iy3bIPIO, YTO NOTPEOOBATIO MPUMEHEHHUS JalapoOTOMHOTO JTOCTyMa
no [¢panenmruio.

OcCHOBHOE HamnpaBJ€HHE ONEPATUBHBIX YCWIMHA B JJAHHOW IpyIIe NAalEeHTOB CBS3aHO C
OLIEHKOM 11eJ1IeCO00Pa3HOCTH U BO3MOXKHOCTH COXPAHEHHSI UMEIOIIEICS TECTUKYIPHON TKaHU, YTO
OLICHUBAJIOCh NP MPOBEAECHUU BU3YaJIbHOTO OCMOTpPA OPraHOB MaJIOroO Ta3a WIM IO pe3yjbTaTaM
npeamecTByomet Ouorncuu. [lokaszanus K TIPOBENEHUIO JAHUATHOCTUYECKONW U JedueOHOM
JANapOCKONHUK B OJMH 3Tall, C yJaJIEHUEM TOHAJlalbHON TKaHH, BBICTABISUIMCH IPU BBISABICHUU
IpU3HAKOB €€ rpyboro aucrenesa. K rpydosiMm gpopmam qucrenesa roHaiajabHOM TKaHU Y ALMEHTOB
MY>KCKOT'O TI0J1a OTHECeHbI (PMOPO3HasA U TECTUKYISIpHAsI CTPEKOBasi TKaHb, OBOTECTHC U TOHAJIBI,
MMEIOIIUE PU3HAKU OBapuaibHON TKaHU. [Ipy BBIABIEHUHU MPaBUIBHO CHOPMUPOBAHHOMN TOHAIBI
IIPOBOAMIIOCH HU3BEACHHUE AUYKa B MOIIOHKY. Hanbompiime TpyJHOCTH B ONpEAEICHUN TaKTUKU
XUPYPrUUECKOro JIEUEHUS! BO3HUKAIM MPU BU3YyaJIU3allMd TOHAJIbl, COOTBETCTBYIOILIEH ONKUCAHUIO
JUCTEHETUYHOI0 TecTHKyna. IIpu oneHke BO3MOKHOCTH COXPAHEHMsI TECTHKYJA C IPU3HAKAMU
JMCTeHe3a MPeCTaBIsIOCh HEOOX0AUMBIM B3BECUTh PUCK Pa3BUTHSI HEOIIACTHUECKOTO Mpoliecca,
PENpPOAYKTUBHYIO (PYHKIIMOHAJIBHOCTh U BO3MOXKHOCTh K TOpMOHaJIbHOHN cekperuu. CreneHb
pPeTeHIIMM U pa3BUTUE COCYAHUCTOM CETH COXpaHSEMOro TECTUKYJa OKa3blBaJM BIMSHHE Ha
METOAMKY HU3BEJECHUS I'OHa/bl (0THOMOMEHTHOE Hu3BeneHue 1o lllemakepy win mostamHoe 1o
®osnepy-CredeHCcoHY), HO HE Ha TaKTUKY. [IpH BBISBICHHUHU AEPUBATOB MIOJIJIEPOBBIX TPOTOKOB Y
MAIMEHTOB MY>KCKOI'O IICUXOCOLMAIBHOTO I0JIa IPOBOANUIIOCH UX y/aJeHHe BHE 3aBUCUMOCTH OT
CTETIeHH Pa3BUTHS.

Hcxons u3 npecTaBlIeHHBIX OI0XKEHUH, 10 manueHTaM My>KCKOro 1oJjia BBIIIOJIHEHO [TOJIHOE
ylaJleHUe TAaTOJOTMYHOM TOHaJalbHOM TKaHW. B 9 ciydasx TroHaJdPKTOMHS NpOBEJIECHA
JANapoCKOMUYECKH, Y OJTHOTO peOeHKa JIaapOTOMHBIM JOCTYIIOM.

Jlamapockonuyeckass TOHaIPKTOMUS NpoBeneHa 4-m nanueHntam ¢ MGD, npu 3tom B 3-x
cllyyasiX pajJuKaJdbHON oOmepanuu IpeaIecTBOBAJIO YIiIyOJeHHOe MOP(OrHCTOIOTHIECKOe

HU3YUCHUC HMEIOIIEHCs TOHaJabHOM TKaHH.
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B onnom Habmronenuu y pedbenka ¢ MGD kapuotunom 46XY/45X0, oTMeuanoch coueTanne
TECTUKYJISIPHOTO CTpEKa U JUCT€HETHYHOI'O TECTHKYJA, B CTPYKTYpe KOTOpPOIO, MO JAaHHBIM
OuoICHH, TOATBEPKICHO HATU4YMe HU3KOAU(DPEpeHIUPOBAHHBIX TECTUKYISPHBIX KIETOK. Y 3-x
MAaIMEeHTOB, BOCHUTBHIBAEMBIX B MYXCKOM mojie, ¢ MGD, kapuotunom 46XY, roHaasl ObLTH
MPEJCTaBIICHBI coOueTaHneM (pUOPO3HOTO U TECTUKYISIPHOTO CTpeKa. B CTpyKType TeCTUKYISIpHOTO
CTpEKa OTMEYAJIOCh CKOIUIEHHME HE3pPENbIX TECTHKYJSAPHBIX KIETOK CO  CKOIUICHHEM
MIPEUMYILIECTBEHHO Ha JATEPATIbHOM IOJI0CE COCIUHUTEIbHOTKAHHOIO MaTpukca. B 2-x ciydasx,
[0 TpPeOOBAHMUIO PpOJAUTENEW IALUEHTOB, IPOBEIEHO TIUCTOJOTMYECKOE HCCIIEIOBAaHUE
TECTHKYJISPHBIX ~CTPEKOB, KOTOpOE TOATBEPAMIIO HAIW4Me HHU3KOIU(PEpEHIIMPOBAHHBIX
KJIETOYHBIX 3JIEMEHTOB B CTPYKTYpPE MaTOJOTHYHBIX TOHaA. Y 1-ro peGeHKka Ha OCHOBE UMEIOIIUXCS
JAHHBIX BHU3YyaJIbHOTO OCMOTpPA IPOBEJAEHA OJHOMOMEHTHAs KOPPEKLMS aHOMAJIMWA pa3BUTHUSA
OpraHOB pPENpOAyKTUBHOM cuctembl. Bo Bcex 4-x caywasx y xaereit ¢ MGD nansbie
aTOMOP(OJIOTUYECKOT0 UCCIIEI0OBAaHUS MOATBEPININ ITYOOKUM TUCTEHE3 yIaJIeHHBIX CTPYKTYD.

Taxxe nmanapockonuyeckass KOPpPEKLHs aHOMaJluil OpPraHOB PENpOAYKTUBHON CHUCTEMBI
MpoBeieHa 3-M NalMeHTaM, BOCIUThIBAEMbIM B My>XCKOM 1oJie ¢ OT-DSD.

VY 2-x mamuentoB ¢ OT-DSD, kapuotunom 46XY/46XX u 46XY, BBISBICHO COYCTAHHE
OBOTECTHC/(PUOPO3HBINA cTpeK. Ha MuarHOCTUYeCKOM 3Tare JanmapoCKONHUH Y TaHHBIX MAIlUCHTOB
BBISIBJIEHBl OJHO3HAUHBIE NPU3HAKU JUCI€HE3a NPEJICTaBICHHON TOHAaJaJIbHOM TKaHHU, 4YTO
IIO3BOJIMJIO BBIIIOJIHUTH OJHOMOMEHTHYIO KOPPEKIIUIO BBIBICHHBIX aHOMaIUi pa3BuTHs. JlaHHbIE
naToMOp(OJIOTHUECKOr0 UCCIEI0BaHUS MOATBEPAMIN HWHTPAOIIEPALMOHHBIE MPEANOIOKEHUSI O
CTPYKTYype yJalsieMON TKaHU, IPU 3TOM B CTPYKTYpe (pUOpO3HBIX CTPEKOB OT 0OOUX MAllMEHTOB
BBISIBJIEHB! €JUHUYHbIE HU3KOU(D(DepeHIIMPOBaHHbIE TECTUKYIISIPHbIE KIETKU. Y 1-TO manueHTa ¢
OT-DSD, xapuotun 46XY, OBOTECTHKYNsSpHas TOHajHas TKaHb ObUIa MpeJCTaBlIeHa C JABYX
CTOpOoH. Jlamapockonmuueckoil KOPpPEKLHMH aHOMAJWW pa3BUTUSA Yy JAHHOTO MAalMEHTa
MPEIECTBOBAJIO TUCTOJOTHYECKOE H3ydeHHe e€ Ouomnrara, NpPOBEAEHHOE IO TPeOOBAHUIO
ponutenei. BuzyalbHble H3MEHEHHS COOTBETCTBOBAJIM JIaHHBIM  THCTOJOTHYECKOTO U
naTOMOpP(OJIOTHUECKOTO UCCIICAOBAHUIA.

V¥ maumenta ¢ OT-DSD, kapuorun 46XY, onepupoBaHHOIO JIATAPOTOMHBIM JIOCTYIIOM,
OTMEYaJIOCh COYETaHHE OBOTECTHKYJSPHON IOHAJbl CMEUIAHHOTO CTPOEHHUS C OJHOW CTOPOHBI U
areHe3uM IMPOTUBOMNOJIOXKHOW roHansl. [lpu 3TOM AMcreHeTHuYHas TOHaJAA IUIOTHO MpHIIEeXkaa K
CTEHKE MOYEBOIO Iy3bIps, YTO IOBBINAJIO PUCK TPABMHUPOBAHUS €r0 CTEHKU IIPU IIONBITKE
IPUMEHEHHUsT OWIOJIAPHOM KOAarynisllMd, MOHOIOJSIpHAs Koaryasiius He o0ecreyuBaja

HOCTaTOqHLIﬁ IreMoCTas, B CBsIA3UW C YEM OBLI HCITOJIE30BaH HaHapOTOMHI)II\/'I AOCTYII 110
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[IpanenmTuno. Hamu He BCTpedeHO B JTUTEpaType OMHCAHUS CIIydyaeB MOJOOHOTO COYETAaHUS
[IaTOJIOTUU pa3BUTUA roHal. OQHAKO JaHHBIE JIAIAPOCKOIUYECKOIO MCCIENOBAaHUS IIPOCTPAHCTB
OpIOIIHOM MOJIOCTH W MaJoro Taza M HaTOMOP(OIOrMYECKOr0 3aKIIIOYEHHS HEe IO3BOJISIOT
COMHEBATBHCA B BEPHOCTH JUArHO3a U TAKTUKE IPOBEIECHHOTO XUPYPTUUECKOTO JICYCHUS.

VY 2-X manueHToB MY>KCKOTO T10JIa BOCIIUTaHUA ¢ cUHApoMoM X X-male, kapuoTun 46XX, BO
BpEMs JIAlApOCKOIIMM BBIABIEHBI TOHAJBI, COOTBETCTBYIOIIME ONMCAHHUIO AMCTEHETHYHOIO
tectukysna. Ilo pesynpTaTaM THCTOJIOTMYECKOTO HCCIENOBAHMSA, IOATBEPKACHO HAIM4HE
IIPU3HAKOB JUCTE€HE3a U JCTCHEPAaTUBHBIX M3MEHEHMM B IIPEICTABICHHOM K W3YYEHHUIO
rOHaJAJIbHOM TKaHM, YTO CBUJIETEIHCTBOBAJIO O HU3KOM (PYHKIIMOHAIBHOM 3HAYMMOCTH U BBICOKOM
pPHUCKE MAJIMTHU3ALUKU. B COOTBETCTBUY € IIOJyYEHHBIMU JAHHBIMU, IIPU TOBTOPHOM JIAIIAPOCKOIINU
IIPOBEJIEHA TOHAIIKTOMHUS C 2X CTOPOH.

Onepanuu, CONPOBOXKIABLUIMECS COXPAHEHUEM TECTUKYJISPHOW TKaHHU, BBIOJHEHBI 12
Manburkam co MGD. Ilpu sToM oOTMedanach pas3jinyHas CTENEHb PETEHLHUHU COXPaHSIEMbIX
TECTUKYIL.

- Y 6 namueHToB OTMEYalIOCh OJHOCTOPOHHEE PACIIONIOKEHHME sMYKa B MOLIOHKE. B 4-x
cinydasx kapuotun 46XY, 1 maument c kapuotunoM 45X0/46XY u | mauueHT ¢ KapuOTHUIIOM
46XY/47XXY. Ilpu sTOM TPOTHBOMOJOXKHAS TOHama Oblia mpencTaBieHa (UOPO3HBIM HITH
TECTUKYJIIPHBIM CTPEKOM, PACIIONIOKEHHBIM B HEMOCPEICTBEHHOW OJMM30CTH OT JUCIIACTUYHBIX
JIEpUBATOB MIOJJIEPOBBIX MPOTOKOB. Y AaJ€HUE CTPEKOBON TKAHH MPOBOAMIOCH €IMHBIM OJIOKOM C
MaTO4HOH TpyOOil B COUETAaHUU C TUCTEPIKTOMHEH.

- B 5 cinydasx chopmupoBaHHBIN TECTHKYJ pacrojarajics Mo Xoay MaxoBOro KaHaia, YTo
TpeOoOBao MPOBEIEHUSI ONEpalMK IO €ro HU3BEJACHHI0 B MOLIOHKY. Y 3-X MalMeHTOB ¢
kapuotunoM 46XY coxpaHseMbI TECTHKYJ pAcloyiarajics B CPEeIHEH WM JUCTAIBHOW 4YacTH
[IaXO0BOI0 KaHaJla W HMEIl YAOBJIETBOPUTEIBHO DPAa3BUTHIE COCYABI CEMEHHOIO KaHATUKA, 4TO
MO3BOJIMJIO BBINIOJHUTh CHUMYJIbTaHHYIO opxomnekcuto mo Illemakepy. ¥V 2-Xx nDammeHTtoB ¢
kapuotumniom 46XY/45X0, BcneacTBHE BBICOKOW CTETICHH PETCHIIMH COXPAHSEMOTO TECTHKYJAa H
HEJI0OCTATOYHO Pa3BUTOU COCYIUCTOMN CETU CEMEHHOT0 KaHAaTHUKa, HU3BeAeHUE ssuuKa 110 [llemakepy
BBINIOJIHEHO Tmocne Kypca XIY cuMmynbraHHO ¢ MacKyiauHusupywoomed miactukon HITO.
JlucreHeTndHasi TOHa/Ia y BCeX 5 MAIMEHTOB JAHHOW TPYNIbI ObLIa MpeJCTaBiIeHA CTPEKOBOM
TKaHblO, cojepxkaBlleld Hu3KoIu(pdepeHIIMPOBaHHbIE TECTUKYJSPHbIE KIETKH B TOM WJIM WHOM
KOJIMYECTBE.

- Y opHoro pebenka c¢ kapuotunoM 46XY orMmedanach aOJOMHMHAJIbHAs PETEHIUS

THIIOILIa3UPOBAHHOI'0 TECTUKYJIAa U HEAOCTATOYHOC AJId OJJHOMOMCEHTHOI'O HU3BCACHUSA PA3BUTUC
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TECTUKYJISPHBIX COCY/IOB. [IpoTtuBononoxHas roHaja ObLIa MpeACcTaBjIeHa
COCAMHUTEIIbHOTKAHHBIM CTPEKOM. BBINIOTHEHO JanapoCKONMMYEeCKOe YAAJICHUE MaTOJOTHYHBIX
CTPYKTYp PENPOAYKTUBHON CHCTEMBI W CHUMYJIbTaHHO IpoBeieH | stam omepanuu Posiepa-
Credencona, ob6ecreqnBarONIHiA MOATAMTHOE HU3BEACHUE COXPAHIEMOT0 TECTHKYJIA B MOIIIOHKY.

[To maHHBIM MATOTHCTOJIOTMYECKOTO UCCIEAOBAHMS YIAICHHON NaTOIOTMYHON TOHAJaIbHOM
TKaHH, Y BceX 12 manueHToB Myskckoro nojia ¢ MGD, y KOTOpBIX BBINIOJIHEHA JIATAPOCKOMMYECKast
KOPPEKIMS aHOMAaJIUW OPraHOB PENPOAYKTUBHOM CHUCTEMBI C COXPAHEHUEM OJIHOW W3 TOHAl, B
CTPYKTypE  COCAMHHUTEIHHO-TKAHHOTO  TsDKa  BBIBICHBI  HH3KOAU(QEpeHIIMPOBAHHEIC
TECTUKYJISIPHBIC KICTKHU.

B npencrasnennoil rpynmne y 20 naiueHToB, BOCIUTHIBAEMBIX B MYKCKOM 1oje, ¢ MGD u
OT-DSD orMeuanach NEPCUCTEHIIMS TUCIUIACTUYHBIX JIEPUBATOB MIOJUIEPOBBIX MPOTOKOB. Y 1
narmenTa ¢ OT-DSD, kapwotun 46XY, Marka omnmcaHa Kak Xopomo copMupoBaHHas.
[lepcucTtenius pyIuMeHTapHOTO MATOYHOTO TshKa WITH PE3KO TMITOTUIa3MPOBAHHOM MAaTKH OMMCaHa
y 14 pereit: 12 nammentoB ¢ MGD u 2 pedenka ¢ OT-DSD. V 3-x nanuentoB ¢ MGD, kapuortun
46XY/45X0, 1-ro mammenta ¢ MGD, kapuotun 46XY/47XXY u 1-ro pebenka ¢ OT-DSD,
kapuotunt 46XY, nepuBaThl MIOJUIEPOBBIX IPOTOKOB OBLIM TMPEICTaBICHBI aCCUMETPHYHON
MaTOYHOU TpyOo#l. ¥V 2-X MalueHTOB, BOCIIUTHIBAEMBIX B MY>KCKOM I0JI€, C CUHAPpOMOM XX-male
JIEPUBATOB MIOJUIEPOBBIX MPOTOKOB HE BBISIBICHO. BO Bcex ciyuasx y MalueHTOB, OMPEIeICHHBIX
B MYCKOM I10JI€, TPOBEACHO YAAJICHUE JEPUBATOB MIOJIJIEPOBBIX IIPOTOKOB.

OTMeu€eHO, UTO y TAIIMEHTOB C IUCT€HE30M T'OHAJANIbHON TKaHU, BOCTUTHIBAEMBIX B MYKCKOM
ToJie, KOJIMYECTBO M CTETEHb 3PEIOCTH TECTUKYJISPHOW TKAHU MPSMOMPONOPIIMOHATIFHO CBs3aHa
CO CTETICHBIO PE30POLINU IEPUBATOB MIOJIJIEPOBHIX MPOTOKOB.

B cnydae coxpaHeHUs TECTHKYI, IPU YIAICHUU JIEPUBATOB MIOJIJIEPOBBIX MMPOTOKOB 0CO00E
BHUMAaHUE YIEISI0Ch JOCTOBEPHON BU3yalIM3alluu PACIIOIOKEHHUS COCY/IOB CEMEHHOTO KaHATHKA,
PHUCK TpaBMaTH3alMKA KOTOPBIX MPHU JAHHON MaHUTYJIAIMKI PACIICHEH KaK 3HauYnuTEIbHbIN. Bo Bcex
CITyJasix MpU yAAJICHUN JEPUBATOB MIOJUIEPOBBIX MPOTOKOB COCYABI CEMEHHOTO KaHATHKA HE OBLITN
MOBPEXK/ICHBI, YTO MOATBEPKIAETCS JaHHBIMHU YJIbTPa3BYKOBOI'O MCCIIEIOBAHUSA, TPOBEACHHOTO B
paHHEM TMOCJIEONEPALUOHHOM MEPUO/Ie, HA KOTOPOM OMNPENEsUICS KPOBOTOK B COXPAHEHHBIX
roHajax.

['pynma manueHToB, BOCIIUTHIBAEMBIX B KEHCKOM TI0JIE, C JUCTCHE30M TOHAIAIBHON TKaHU
colepkuT AaHHble 0 33 maunueHTax. Jlamapockomuueckass KOpPpEKLHs aHOMajlud BHYTPEHHUX
OpraHOB PENPOAYKTHUBHOM CUCTEMBI MpoBeAeHa 32 manueHTaM: 3-M JIETSIM C areHe3ueu roHan, 5

nanuentam ¢ CIIT, 3-m ¢ gucToii opmoii aucrenesnn TecTukyln (cuaapom Caaepa), 14 aereit ¢
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MGD, y 7 nereii onpenenena OT-DSD. B 1-m Habmogennn y manmenta ¢ MGD, kapuotun
46XY/45X0 mpu mpoBeaeHUH OO30PHON JIANTAPOCKONHMH YCTAHOBJICHO OTCYTCTBHE JEPHBATOB
MIOJUIEPOBBIX MPOTOKOB U JIOKAJIHM3aIUsl JMCTEHETHMYHBIX TOHAJ B IMAXOBBIX KaHallaX, 4YTO
noTpe0oBajio MPOBEACHUS TOHAPKTOMHUH MTAXOBBIM JIOCTYIIOM.

[lokazanusa K ynaneHUIO TOHAJAIbHOM TKAaHM BBICTABISIUCH HA OCHOBAHUM BBISIBICHUS
npu3HakoB e€ nucrene3a. K rpyObiM ¢opmam [ucreHe3a TOHaJalbHOM y TKaHU MAlMEHTOB
KEHCKOT0 TI0Jla OTHECEHBI TECTUKYJSPHBIA CTPEK, AUCTEHETHUYHBIN TecTUKyn U oBorectuc. [lpu
BBISIBIICHUH (UOPO3HOTO CTpeKa TMPOBOAMIIOCH €ro yJaleHHE BCIEACTBUE OTCYTCTBHS
(YHKIIMOHATFHOW 3HAYMMOCTH W BBICOKOTO PHCKAa MalIMTHU3alMU. B cilydae BBISBICHHS Y
ManyeHTa HaIW4Yusl OBapHAbHOM TKAaHM TOHAABl COXPAHSUIMCh, OJHAKO MPOBOAMICA 3a00p
TUCTOJIOTHYECKOr0 MaTrepHala C LeJbl0 HCKIIOYEHUS PHUCKA MEPCUCTEHIUH TECTUKYISIPHBIX
KJIETOK. Y TAalMeHTOB XEHCKOro Mojla TPeOOBAIOCH MPOBEACHHE OICHKH CTENEHH Pa3BUTHS
JIEpUBATOB MIOJUIEPOBBIX IMPOTOKOB C IENBI0 ONMpeesieHHsI TPOTHO3a (PEePTUIIBHBIX CITIOCOOHOCTEH
nanpenta. B ciydae coxpaHEeHHST MaTKM Kak OpraHa, MpeaoNpeAessiomero (epTuibHOCTD,
MIPEJICTaBIIsIeTCs] 3HAYUMBIM COXpPaHEHUE CTPYKTYyp, obecmeuuBaromux e€ ¢ukcanuio. B stom
cllydae MpPEINOYTUTENBHO TPOBEACHHE OTAEIbHOW TOHAJAPKTOMHM, a HE B COUYETAHUH C
aJIHeKCOKTOMHUEH. OTHAKO €CITU CTPEK WIIM TOHAIalbHas TKaHb MPHOIKEeHA K (haJuTONHeBON TPyOe,
TO pe3eKIMsl MPOBOJAMIACH €IUHBIM OJOKOM, YTO MO3BOJISIIO MUHUMU3HUPOBATh PUCK COXPaHEHUS
HenuddepeHInpoBaHHOTO Y -coJiepKalllero KIeTOYHOro KJIOHa.

VY 3-X manueHTOB JKEHCKOTO IMojla C areHe3ued roHaj, kapuotunoM 46XY, KOTOpbIM
MPOBOAMIIOCH JIAIIAPOCKONMUYECKOE XHUPYpruuyecKkoe JieYeHHe, MaTka Oblja Ipe/acTaBieHa
PYAUMEHTAPHBIM MBIIIEYHBIM BAJIMKOM, PACTIONOKEHHBIM 110 IIEHTPAIbHON JINHUH, HA MECTE TOHA]T
pacmosoxKeHbl Oenecble CTPEeKOBble MOJOCKH. [Ipu MamapocKONUyYecKoM OMpeneieHHH TaKTHKU
JedeHus: y 1-ro manueHTa BBISIBIEHO MHTUMHOE MpUJIekKaHUE YTONIIEHHOW B CpeAHEl TpeTu
CTPEKOBOM TKaHU K MaTOYHBIM TpyOam, YTO MOTPeOOBasIO MPOBEACHUS YAAJE€HUS NaTOJIOTHYHOMN
TOHA/IATbHON TKaHW €IWHBIM OJIOKOM C MaTOYHBIMH TpyOamu. B nByx apyrux HaOIr0IeHHSIX
CTpeKOBas TKaHb Oblla MpeAcTaBlieHa TOHKUMHU (PUOPO3HBIMU MOJOCKAMH, IO3BOJSIOIIMMHU
MPOBECTH M30JMPOBAHHOE YAalleHUE MATOJOTUYHOW TKAHM C COXpaHEHHWEM MaTo4yHbIX TpyO. Ilo
JTAaHHBIM ITaTOTUCTOJIOTUYECKOTO UCCIIEIOBAHMSI, B UCCIIElyeMOM MaTepuaie oT pedeHKa, KOTOpOMY
MpOBEJIEHA JBYCTOPOHHSS aJHEKCOKTOMHUS, B CTPYKTYpE COEIUHHUTEIbHOTKAHHBIX IOJIOCOK
BBISIBJICHO HEOOJBINOE KOJMYECTBO HU3KOAU(B(EPEHIIMPOBAHHBIX TECTUKYISIPHBIX KIETOK. B
MaTepuae, MOoJy4eHHOM OT JIETEH Mocie ABYCTOPOHHETO M30JMPOBAHHOIO YAAJIEHUS CTPEKOBOM

TKaHU, TECTUKYJIAPHBIX KJIICTOK HEC BBIABJICHO.
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[Ipu namapockonuyeckoMm JieueHuu pAeted ¢ cuHapomoM Illepemesckoro-Tepuepa
roHaJlaJIbHas TKaHb U JIEPUBATHI MIOJUIEPOBBIX MPOTOKOB UMENH PA3IMYHYIO CTEIIEHb Pa3BUTHS.

VY nByx nereit ¢ kapuotunom 45X0/46XX nepuBaThl MIOJIJIEPOBBIX TPOTOKOB MPEACTABICHBI
CUMMETPUYHO COPMUPOBAHHON THIOIIIA3UPOBAHHON MATKOM M MaTOYHBIMU TpyOamu, Ha MeCTe
TOHAJ| ONpPENENsUIach CTPEKOBasi TKaHb. PUOpPO3HBIE IOJOCHI HAXOIWIMCH HA OTAAJIEHUH OT
MaTOYHBIX TPYO, MO3BOJISIONIEM O€3011aCHO BHIMOJIHUTD IBYCTOPOHHEE YAallEHHUE CTPEKOBOM TKAHU.
[To naHHBIM MATOTUCTOIOTUYECKOTO UCCIIEIOBAaHUS YJAIEHHBIX TOHA, B HCCIIEAYEMOM MaTepHase
BBISIBJICHBI COEAMHUTEIbHAS TKaHb, COAEpIKallasi HECTPYKTYPUPOBAHHbBIE OBAPUATIbHBIE KOPKOBBIC
JJIEMEHTHI.

B nByx cnyyasx y manuentoB ¢ kapuotunom 45X0 u 45X0/47XXY nepuBaThl MIOJUIEPOBBIX
MIPOTOKOB ObUIN MPECTABICHBI PyIUMEHTAPHON MaTKON C OTXOSIIUMU MAaTOYHBIMU TpyOamu. Ha
MeCTe TOHQJAJIbHONH TKAaHHW pacroyiaraiuch Oenecsle (UOPO3HBIE TIOJIOCH HEOTHOPOIHOMN
IUIOTHOCTA W C HEUETKUMHU KpasiMH, CONMKEHHBIMH C JHUCIUIACTHYHBIMH MAaTOYHBIMH TPyOamu.
VYyuThiBasi BBISBIICHHBIE W3MEHEHUsS, IIPOMU3BEJCHA JBYCTOPOHHSSA aaHeKcokTomus. [lpu
MATOTUCTOJIOTUYECKOM HCCIEAOBAHUN B CTPYKTYPE COSTUHUTENLHOTO TS’Ka BHISIBJICHBI €IUHUYHBIE
Hu3Ko U hepeHITPOBaHHBIE TECTUKYISPHBIC KJIETKH.

Eme y ognoro pebenka, kapuorun 45X0/46XY, MaTka 1 MaTo4Hble TPYOBI pacrojarairch
CUMMETPUYHO 10 OTHOILIEHUIO K cpenHed nuHuM. Ha MecTe roHajaibHON TKAaHU OIpenessiach
CTpeKOBasi TKaHb, C OJIHON U3 CTOpOoH (puOpo3Hasi MOJOCKa UMeENa HEOAHOPOIHYIO TUIOTHOCTh U
OblTa 3HAYUTENbHO MNPHUOTMKEHa K MaTo4HoW TpybOe. B cooTBeTcTBUM C TpeacTaBICHHBIMU
W3MEHEHUSMH, C OJHOM CTOPOHBI BBIMIOJIHEHA TOHAIIKTOMHUSA, C MPOTUBOMOJIOKHON
anHekcokToMusa. Ilo  JaHHBIM  MATOTUMCTOJIOTMYECKOTO  3aKJIIOUEHUs, B  CTPYKType
WHTEPCTULIMATHHON TKAHU BBISABIICHBI HE3pEJIble TECTUKYIISIPHBIE KISTKH.

B Tpex ciydasx yedeHHs MAlMEHTOB C YUCTON (HOpPMON NUCTeHE3UH TECTHKYJ, KapUOTHUII
46XY, wmarka Obuia Xopomo chOpMHpOBaHA. YYHUTHIBasE BO3MOXKHOCTh COXPAHEHUS
PENPOYKTUBHOM (PYHKIIMA MATKH W BBICOKMA PHUCK DPAHHETO PAa3BUTHS HEOIIACTUYECKUX
MPOLIECCOB T'OHAJATbHOM TKAHU BCEM JIETAM BBINIOJIHEHA aIHEKCOKTOMUS C coXpaHeHueM matku. [1o
JAHHBIM THUCTOJIOTMYECKOTO HW3Y4YEHUs YJAJICHHOM TOHAJalbHOM TKAaHM, OMNHMCaHA KapTHUHA,
COOTBETCTBYIOIIAsl OINPEAENIEHUI0 TECTHUKYJISPHOIO CTpeKa, TO €CTh YyKa3aHa MEepCHUCTEHIMS
JTUCTCHETUYHBIX TECTHKYJISIPHBIX KJIETOK B CTPYKTYPE COSTMHUTEILHO-TKAHHOTO TSIKA.

[Ipu BeINONHEHUH Jamapockonuu 15 netsm co cMemanHol Gpopmoit qucrene3un ronany 13
MalUEeHTOB OMMCAHO HAJWYHUE TUIIOIIa3MPOBAHHBIX MATOUHBIX CTPYKTYp. ['OHajanbHas TKaHb BO

BCCX ClIydasaX UMCJIa BBIPAXKCHHOC aCCUMETPUYHOC pa3BUTHUC.
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VY 4-x pereir ¢ xapuotunoMm 46XY MaTka Oblja TUIOIJIA3UPOBaHA, MAaTOYHBIE TPYOBI
pacrojoXKeHbl C JABYX CTOPOH, FOHaJalbHas TKaHb MPEICTaBlIEHA coueTaHueM (PUOPO3HOrOo U
TECTUKYJIAPHOTO cTpeka. B olHOM ciyyae y manueHTta ¢ Haubolsiee XOpomio chOpMHUPOBAHHOMN
MaTKON BBINOJIHEHA JIAlapOCKONMYECKas TOHAJ3KTOMHUS, y OJHOIO MalUEeHTa TOHAJIIKTOMMS
coueTajach € aJHEKCOKTOMMEW, B OCTaBIIMXCSA JBYX ClydasX IOTpe0OBaJoCh IPOBECTH
JBYCTOPOHHIOIO aIHEKCOKTOMUIO.

BrIpaxxeHHass acUMMeETpuUs pa3BUTHUSL JEPUBATOB MIOJUIEPOBBIX MPOTOKOB OTMEYEHA Yy 4-X
nereii ¢ kapuotunom 46XY, y 2-x aereii ¢ kapuotuniom 46XY/45X0 u 1-ro pebeHKa ¢ KApUOTHIIOM
46XX/47XXY. IIpu sToM MaTka ObllIa pe3KO THIOIUIA3UPOBaHa, a MaTOYHAs TpyOa mpecTaBiIeHa
TOJIBKO CO CTOPOHBI TOHAbI, UMEBIIEH OOJBIIYIO CTENEeHb Aucrenes3a. ['oHaganbHas TKaHb Oblia
MpeJcTaBieHa coueTaHueM (GUOPO3HOTO WIM TECTHKYISPHOIO CTpeKa C OHOW CTOPOHBI, C
IIPOTUBOMOJIOKHOM  OTMEUAJIOCh MEPCUCTEHLMSI JUCTEHETUYHOI'O TECTUKYJIa B  CTaguu
a0TOMIUHAITLHOM MJTM BBICOKOM ITaXOBOW PETEHITUH.

VY 2-x pereii ¢ kapuotunoM 46XY Marka mOpeAcTaBlieHAa PYAUMEHTAPHBIM MBbIIIEYHBIM
BAJIMKOM C OTXOJSIIEH OT HEro MaTO4YHOW TpyOoil ¢ mpHiekalluM TECTUKYISIPHBIM CTPEKOM.
JlucreHeTH4HbI TecTUKyl (UKCUPOBAaH B TIAXOBOM KaHaje. YUUThIBasE PUCK JHUCTOMHH
MATOJIOTMYHOTO KIIOHA TECTHKYJSIPHBIX KIETOK M OTCYTCTBHE ()YHKIIMOHAJIBHOW 3HAYUMOCTH
aHOMaJIbHO C(OPMUPOBAHHBIX CTPYKTYp, MPOBEICHO YyJAJI€HHWE TOHAJAJbHOM TKAaHU BMECTE C
PYOMMEHTapHBIMU  JIepUBaTaMH  MIOJUIEPOBBIX MpoTOKOB. [lpu »3TOoM y oOoux pgereit
JANIapOCKONMYECKass KOPPEKUUS aHOMAJIUN BHYTPEHHUX OPIraHOB PENPOAYKTUBHOM CHCTEMBI
JIOTIOJIHEHA ITaXOBOW FOHAIPKTOMHUEH.

B naByx cnyuasx y nereit c MGD nepuBaToB MIOJUIEPOBBIX IPOTOKOB HE BHISIBIEHO, IPU 3TOM
y o0oux JeTedl HMeroIascs TEeCTUKYJIspHas TKaHb HMeNla aCCHUMETPUYHOE pa3BUTHE MU
HEOJHOPOAHYIO CTPYKTypy. Y mamueHta ¢ kapuotunoM 46XY mNaToJornyHble TOHaAbI
pacrnojarajiiuchb HMHTPaaOJAOMUHAIBHO, YTO T[O3BOJMJIO BBIIOJHUTH JalapOCKONMHYECKYIO
TOHAIPKTOMHIO. Y TarueHTa ¢ kKapuoTunom 46XY/45X0 nmaTomoruuHble TOHA Bl PACIIOIAraliuch B
aXOBOM KaHaJle, 4TO NOTpeOOoBajIo MpUMEHEHHE TaX0BOro I0CTYIIA.

Takum obpazom, y 11 nereit ¢ MGD, BocnuThIBa€MBIX B JKEHCKOM II0JI€ IMPOBEICHBI
orepaiyy, CBS3aHHBIE C COXpAaHEHHMEM MAaTOYHBIX CTPYKTYp, UYTO HUMEET BBICOKYIO
MICUXOJOTMYECKYI0 3HAaUMMOCTh U1 JIaHHOW Tpymnmbel  mamnueHtoB. Ilo  pesynbTaram
THCTOJIOTHYECKOT0 UCCIE0BaHMs yJalleHHONH (pUOPO3HON M roHaadbHOM TKaHU B MaTtepualie oT
JIBYX MAIlUEHTOB OMUCAHNE OHOM U3 YIAJIEHHBIX CTPYKTYpP COOTBETCTBYET (PMOPO3HOMY CTPEKY, B

OCTAJIBHBIX NpfrapaTtax MOATBEPIKACHA NEPCUCTCHINA TCCTUKYIIIPHBIX KJIICTOK.
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OsorectukymsipHas popma DSD xapakrepuzyercs pa3sHOOOpa3HBIM CTPOSHUEM BHYTPEHHHX
OpPraHOB PENpPOAYKTUBHOM CHUCTEMBI. HenpeMeHHbIM yCIOBHMEM JMAarHOCTUPOBAHMSA JAHHOU
IIATOJIOTUU SIBJIAETCS OJHOBPEMEHHAs IEPCUCTEHLINS TECTUKYIISIPHON U OBAPUAJIBHON F'OHAJAIBHON
TKAaHU y OJIHOTO IaIlUEHTA.

Y 3-x pgere#t, kapuorun 46XY, TroHajalbHas TKaHb IMpEACTaBlIeHa COYETAaHUEM
OBOTECTHKYJIIDHOW TOHaAbl M CTPEKOBOM TKaHbIO, ACCUMETPUYHO PA3BUTBHIE JEPUBATHI
MIOJUIEPOBBIX IIPOTOKOB TMIOIIA3UPOBaHbl. Koppekuus NpeiCcTaBIEHHBIX AHOMAJIHMK Pa3BUTHS
3aKiIoyYajach B JIAAapOCKONMMYECKOM YAAJ€HUM NAaTOJIOTMYHBIX TOHAJ €JUHBIM OJOKOM C
JHMCIIIIACTUYECKUMU MAaTOYHBIMH TpyOamu. [1o JaHHBIM MAaTOTHCTOIIOTHYECKOTO 3aKIIOUEHUS y
BCEX MMALMEHTOB B CTPYKTYPE OBOTECTHUCA BbIABICHBI HU3KOAU(DDepeHInPOBaHHbBIE TECTUKYIISIPHbIE
U OBapuajbHble KIETKHU. [IpM M3ydyeHUM CTPEKOBOM TKaHU IIOATBEPXKIECHO HAIW4YME B HEU
TECTUKYJIPHBIX KJIETOK.

VY 2-X manueHToB ¢ KapuoTHIIoM 46X X ToHaJaIbHas TKaHb ObLIA MPEICTaBIIeHa COUYETAHNEM
OBOTECTHCA C OHON CTOPOHBI U TUIIONJIA3UPOBAHHBIM SUYHUKOM C IPOTUBOIIOIOKHONW. MaTouHble
TpyObI UMENU yJIOBJIETBOPUTEIHHOE Pa3BUTHE, MaTKa ONKCaHa Kak c()OpMUPOBAHHAs, C arula3uen
LEPBUKAIBHOIO CErMEHTA. Y OJHOIO MalMeHTa OBOTECTUC UMEJ HEYETKHE KOHTYPBI U HaXOIUIIC
B HEINOCPEACTBEHHOM OJM30CTM OT MAaTOYHOW TpyObl, 4YTO NOTPeOOBaNO MPOBEACHUS
aJIHeKCOKTOMUU. Bo BTOpOM HalOII0/IeHNN OBOTECTUC MMEN OMITOOYIISIPHYIO CTPYKTYPY U UETKHE
KOHTYPBI, YTO MO3BOJIMJIO IPOBECTHU €r0 YAAJICHHE C COXpaHeHHeM ¢aiionueBoil Tpyosl. C 1enbio
UCKJIIOUYEHHUS] TEePCUCTEHIUH HHU3KOIU(P(PEpEeHIIMPOBAHHBIX KIETOK B TOHAaJe, CXOXeH ¢
TUTIOTUIa3UPOBAHHBIM SIMYHUKOM, Y OOOMX IMalMeHTOB mpoBeneHa Ouorncus. [lo pesynpraTam
MaTOMOP(OJIOTUYECKOM HCCIIEIOBAHUS BBISIBJICHO COJEpPYKAHUE TECTHKYJSPHBIX KIETOK BO BCEX
y4JacTKax OBOTECTHCA, BHE 3aBUCUMOCTH OT (hOPMBI €ro cTpoeHus. B Guonrare ronaipl, BU3yaibHO
CXOXKEW C SIMYHUKOM, IOATBEPXKICHO HAJIMYME TOJIBKO OBAapUAIBHOM TKAHU CO CHHIKEHHBIM
KOJIMYECTBOM (DOJIITUKYIIOB.

VY nanuenTa ¢ kapuotunom 46XY/46XX 0BOTECTUKYISAPHBIE TOHAIBI ONPEEINIAIUCH C IBYX
CTOPOH. JleprBaThl MIOJUIEPOBBIX IPOTOKOB UMEIN CUMMETPUUHOE PA3BUTHUE, TMIIONIA3UPOBAHBI.
BbInosHEHO 1anapocKONUYeCKOe yNaleHHe NaTOJIOTMYHON TOHAJalIbHOM TKaHW C COXPaHEHUEM
MaTKd U MaTouHbIX TpyO. [laromopdosnornueckoe 3akioueHNE OMUCHIBAET KApPTUHY, TUITHYHYIO
JUJIS1 OBOTECTUKYJISIPHOW TOHAIalIbHOM TKaHU.

JlaHHBIE TIO MAIMEHTY C OBOTECTHKYJsApHOH (opmoit DSD, kapuotun 46XY, mmeromero

COYEeTaHUE OBOTECTHC/IHYKO U ABYPOT'YHO MATKYy, 06paTI/IBIJ_IeI‘OC$I B Hall CTallMOHAp IIOCJC
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MHOTOKPATHBIX OMNEpPAlii MO0 MECTy >KUTEJIbCTBA JUISI MPOBEACHUS THCTEPIKTOMHH, MOAPOOHO
paccMOTpeHbI HIDKE, B KITMHUYECKOM HabmoieHuu Nel.

2.5. CumyabTaHHAsi KOPpPEKUHMSI COYETAHHOM WM CONMYTCTBYKINEH MAaTOJOTMU TNPH
JIANAPOCKONMMYECKOM JICYeHHUH NMAalHeHTOB ¢ HapylIeHUAMH 110JI0BOM TU(PepeHHPOBKH.

Hwu3zkass TpaBMaTHYHOCTBH J1aapOCKOIHUYECKON METOAUMKH KOPPEKLHMH AaHOMAJIWN OpPraHoB
penponyKTUBHOU cucteMbl y neteit ¢ DSD mo3Bosisier paciiupuTh MOKa3aHUusl K CUMYJIbTaHHOMY
MPOBEACHUIO XUPYPrUUYECKOTO JICYEHHsS] COUYETAaHHOW MJIM COIYTCTBYIOLIEH martosioruu. JlaHnHas
TaKTHKa TII03BOJIIET H30€XaTh IMOBTOPHBIX BMEIIATEIbCTB W AHECTE3UH, COKpAIIAET BpeMs
CyMMapHOTO MpeObIBaHUS MALMEHTa B CTAIMOHAPE, MOBHIAET SKOHOMUYECKYIO 3()(heKTUBHOCTD
JICYEHUS 32 CYET MCKIIOUYEHHUS HEOOXOAMMOCTH MOBTOPHOIO OOCIIEIOBAHUS U MPEAONEPAlMOHHON
MOArOTOBKU. BEIOOp MeTo/a mpoBeeHNsI CUMYJIBTaHHOM ONepaluyd He UMeN HeIOCPEACTBEHHOM
3aBUCUMOCTH  OT Qopmbel DSD wu  onpenensuics HEOOXOOUMOCTBIO — MCIOJIb30BAHUS
AKCTPaabJOMUHAIBHOTO JIOCTYIa, BHJIOM COYETAaHHOW WJIM COIYTCTBYIONIEH MaTOJIOTHH.
Xupyprudeckoe JIeYeHUe BCEH MHTpaadOMUHAIbHON [1aTOJIOTUU IIPOBOJAUIOCH
JANapOCKOMUYECKUM JOCTYIOM, HCHOJb3YS HMEIONIMICS TPEXTOUYEYHBIA JOCTYIl B OPIOIIHYIO
nonocte. B cinyuyae ecnu y manueHTtoB ¢ DSD ¢ nenpio KOppeKIMH BbISBICHHBIX aHOMAJIAN
pa3BUTHS OPraHOB PENPOIYKTUBHOM CUCTEMBI YCTaHABIMBAIACh HEOOXOIUMOCTh UCIOIb30BAaHUS
9KCTpaadJOMHUHAIBLHOTO WJIM JAalapOTOMHOTO JOCTYIa, TO YUIMBAaHUE BJArajMIlHOTO OTPOCTKa
OpIOIIMHBI TPOBOIMIIOCH U3 NTAXOBOTO JOCTYIA.

B npencraBneHHOM Hab0A€HUN Han0oJiee YacTo BISIBIIIEMON COMYTCTBYIOIIEH MAaTOI0ruei
y aereid ¢ DSD Obu1 nedexT 3apailleHuss BarMHaJIbHOIO OTPOCTKA OpIOLIMHBI M HapylIEHUE
o0uTepauu ri1yooKoro NaxoBoro KoJiblia, Kak CIeCTBUE MPUBOASAIINE K BOBHUKHOBEHUIO KOCOM
[1aXO0BOM I'PBIKU.

VY mnanueHToB rpymnmbl «A», He HMMEIOUIMX TIpyOOro JIucreHe3a TIOHAJAIbHOM TKaHU,
rpbbKecedeHre npoBeneHo 11 mamueHTaM, BOCIUTHIBAEMBIM B KEHCKOM IOJ€ U 6 HalleHTaM,
ONPEACICHHBIM B MYXCKOM TIOoJie. Y MalMeHTOB C JKEHCKOW IMCHUXOCOUHUAIBHOW OpHUEHTaIuen
CHUMYJIbTaHHAs IJIACTUKA BJIATaJIMIIHOTO OTPOCTKA OpIOIIMHBI OCYIIECTBISIACH U3 JOCTYIA,
UCMOJb3yeMOro JJIsi TOHAIPKTOMHUHM. 4-M JIeTSM OJHOMOMEHTHO C 3KCTpaadaoMUHAIbHON
TOHAPKTOMHMEN M3 MMEILIErocs MaxOBOrO JOCTyNa MPOBOAMIOCH HCCEYEHHE BIATAIUIIHOTO
oTpocTka OpromuHbl. CUMYyJbTaHHAs JJAApOCKOMMYECKasl TUIacTHKa TIIyOOKOro MaxoBOro Kojblia
BBIIIOJIHEHA 5 J€TsAM, Yy KOTOpPBIX IPOBOJAMIIACH TOHAIPKTOMHUA C  MCIOJB30BAaHUEM
JIaMapoCKOMMUYECKOro JocTymna. B 2-x HaOmoaeHusIX AeTsAM, Y KOTOPhIX OJHA M3 TOHAJ yJajleHa

JIamapoCKOMMYCCKHU, a IMPOTHUBOIIOJIOXHAA ITaXOBBIM JOCTYIIOM, TIPBDKECCUYCHHE MW IIJIACTHKA
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rITyOOKOI0 MaXOBOTO KOJIBIIA TPOBECHBI U3 COOTBETCTBYIOIIUX TOCTYNOB. Y 3-X nanuentos ¢ CPS,
1 pebenka ¢ PMDS, 1 namuenta ¢ SaRD2-deficien, 1-ro pebenka ¢ PAIS, onpeneneHHBIX B
MY’KCKOM TI0JIe, MCCEYEHHE BIIArajluIIHOIO OTPOCTKA OPIOIIMHBI MPOBOAMIOCH M3 IaXOBOTO
JI0CTYIa OJJHOBPEMEHHO C 3TAllOM MOIIOHOYHOIN OPXOIEKCHH.

Y nanueHToB C AMCIEHE30M TOHAJaJIbHOM TKaHUM Kocas I1axoBas IpbDKa BCIIEJICTBUE
He3apallleHHs BarMHaJbHOTO OTPOCTKAa OPIOIIMHBI BbIsIBICHAa y 30 MallMEHTOB, YTO COCTaBUIIO
65,45% nanuenTtoB rpynnsl «By». Y nauuentoB ¢ MGD u OT-DSD, KOTOpBIM C 1IENIbI0 KOPPEKLIUU
BBISIBIICHHBIX ~ aHOMAJMA  pa3BUTHS  OPraHOB  PENPOJYKTUBHOW  CHUCTEMBI  HCIIOJIB30BaH
OKCTPaabJOMUHAIBHBIA  JOCTYN BBIIOJIHEHO TMAxXOoBO€ TIpbbDKeceyeHne. B 32 ciydasx
OCYILIECTBIISIACH JIAMAPOCKONUYECKas MIIACTHKA MTYOOKOT0 MMax0oBOT0 KOJIbLIAa ¥ B 2X HAOIIOICHUAX
y nauuenToB ¢ MGD ucnons3oBana KoMOMHAIIKS METO/IOB.

B 34 nabmonenusx nedekT oonuTepanuy riry00KOTo MaxoBOro KOJIbIla OTMEYAJICS C JIBYX
CTOpOH, y 14 ¢ oxHo# cTOpoHbl. Y 19 nereil oTCyTCTBHE 3apallleHusi BarMHAJIBHOTO OTPOCTKA
OpIOIIMHBI HE MMEJIO0 KIMHUYECKUX MPOSIBICHUA W ObLTO BBIABICHO HA ATalle JUArHOCTHYECKOU
JANapOCKOMHH.

[Ipy BBINOMHEHUW JANAPOCKOMHYECKOW TJIACTUKKM TIyOOKOro MaxoBOrO  KOJIbLIA
HCII0JIb30Bajlach CTAaHIApTHAas METOJUKA C HAJIO)KEHHUEM KHCETHOrO IIBa 0€3 M3MEHEHMs] TOYEK
paccTaHoOBKHM TpoakapoB. Bpewms, 3arpaunBaemMoe Ha IJIACTHKY TIyOOKOro MaxoBOTO KOJbLA Y
naneHta ¢ DSD, He omMyanoch OT TakoBOrO MpH TUIMYHOM JIamapOCKOMUYECKOMH
repHuoruiactike. [Ipyu ncnonbp3oBaHnu 3KCTpaad OMUHAIBLHOTO I0CTYIIAa BEIOOP METO/1a TUIACTHUKHU
nepeHel CTEeHKM IaxOBOI0 KaHalla M IOBEPXHOCTHOTO IaxOBOTO KOJIbLIA OCYIIECTBIISUICS B
COOTBETCTBUH C BO3PACTOM MaIlMEHTa U pa3MepPOM T'PbIKEBBIX BOPOT.

TunuyebIM ~ ABHSETCA COYETAaHHWE CHUMYJBTAHHOTO BBINOJIHEHUS JiedeOHOro srama
JAMapoCKONMM W TUIACTMKM HAPY)KHBIX TIOJOBBIX OPraHOB, UMEIOIIUX JBOWCTBEHHBIM THI
cTpoeHusi. CBoeBpeMeHHasl IJIacTHKa HapY)KHBIX IOJIOBBIX OpraHoB oOecredyuBaeT Haubosee
MOJIHYIO COLMAIbHYIO aJalTallii0 IaldeHTOB B OMNPEJIEICHHOM TIO0Je U TEeCHbIM 00pa3om
CONpsDKEHa C TIUIACTMKOM JUCTANbHBIX OTJEJIOB MOYEBBIX IIyTeH, 4YTO Mperonpeneiser
3HAYMTENIbHOE MOBBIIIEHHE KadecTBa KM3HU. B mpencraBieHHOM HaAOIIOACHUU CHUMYJIbTaHHAS
IJIacTUKa HapyXXHBIX TOJIOBBIX OpPraHOB BbIMOJHEHa B 11 ciydasx, yto cocraBiser 12,79% ot
o01Iero 4yucia MmamueHToB. Y 7 MalMeHTOB, OPUEHTHPOBAHHBIX B KEHCKOM I10J€, BBIIOJHEH
NEPBUYHBIN 3Tan (EMHUHU3UPYIOUIEH IIACTUKUA HapY>KHBIX TOJOBBIX OpraHoB. JlaHHBIA 3Tan
00bEIUHIET METOJbl PE3EKIUH KAaBEPHO3HBIX TEJN NMPHU TUNEPTPO(UU KIUTOpA C COXPaHECHHEM

COCY/IMCTO-HEPBHBIX MYYKOB U TOJOBKH KJIMTOpPA, MJIACTUKY MalbIX M OOJIBIIMX IOJIOBBIX T'YyO,
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BJIATAIMILHYIO HHTPOUTYCIUIACTUKY MPU MEPCUCTEHIIMN YPOTCHUTAILHOTO cuHyca. B ocranbHbix 4
ClIy4asix NalMEeHTaM MY>KCKOTO I10JIa BOCIIUTAHMS [TOCIIE 3aBEPUICHUS JIAIAPOCKOMMYECKOro yTana
orepaly NpoBoAnIach (aIoIaCTUKA B COUETAHUU C TUIACTUKON MEHUAIBHOTO OT/IENa YPETPHI.
VY 5 manueHTOoB MOCIe BRITIOTHEHUS JIeUe0HO-TMarHOCTHYECKOTO dTara JIarmapoCKOIUH TPOBOIUIICS
3a00p KOXKHOTO JIOCKYTa JJisi BhIpaIuBaHus (UOPOOIACTHOrO MATpUKCA HAa OCHOBE KIIETOYHBIX
TEXHOJIOTMI C LEIbI0 MOCIEAYIOLIEr0 HMCIOJIb30BaHUS s IUIACTHKU YPETPbl MPH KOPPEKLUUHU
TSDKENBIX (POpPM rumocnaum.

BropeimM sTanmoM (QeMHHH3UPYIONICH TUIACTUKU SIBISIETCS CO3JaHUE HCKYCCTBEHHOTO
BJIaranuia. B mpeacTaBiieHHON TpymIie MaHHBIM TUIT ONEpaldHd KAaK OTAEJIbHBIA 3Tall JICYCHUS
nanueHToB ¢ DSD Obut BeimonHeH B 4 cinyyasx. B omnom nabGmropenun y mamnuenta ¢ CAIS,
kapuotunt 46XY, OJTHOMOMEHTHO C TOHAJ3KTOMHEH OCYILECTBJICHA KOJBIIOAJIOHTAIMS 32 CUET
BBIJICJICHHS KYIIOJIa PYJIMMEHTApHOIO BJIarajivina U3 (GUKCUPYIOIIUX TSHKEH Ta3a, 4To MPUBEO K
YBEIUYCHUIO UIMHBI Biaranuima ¢ 4 g0 8 cm. Y 3-x mamuentoB ¢ PAIS, xapuotun 46 XY,
MIPOBOIMJICS TTPOKTOCUTMOUJAIBHBIM KOJIBIIONO033. BaXHO OTMETUTDH, YTO JAHHBIM THUIl ONEpaIlluu
MPOBOAMUTCS OTIEIbHBIM OSTAallOM BCJEJICTBUE CBOEH TPAaBMAaTUYHOCTH U HEOOXOAMMOCTH
coOroieHHs BO3pacTHBIX paMoK. Ilpu sTom B ogHOM ciydae y namnuenta ¢ OT-DSD, kapuotun
46XY, B aHaMHE3€ ONMHUCAHO MPOBEJCHUE MO0 MECTY KHUTEIHCTBA CUTMOUIAIBHOTO KOJIBIION0A3a
JAapOTOMHBIM JIOCTYIIOM C MOCJENYIOIIe MOBTOPHOM o0iIuTepaleil HEOKOIbII0AHCTOMO3a, YTO
MoTpeboBao yaaaeHUs pyIUMEHTAPHON MaTKHU.

B ogHoMm cinywae y mamueHTa C BBIPaKEHHBIM CIIA€YHBIM MPOLECCOM B MajiOM Ta3zy M
OpIOIIHOW TIOJIOCTH TIOCJIE TIEPEHECEHHBIX MOBTOPHBIX JIAMMAPOTOMHBIX OIEpaIiii BBITTOJHEH
JANapoCKOMMYEeCKu anare3nonu3uc. Vcrnonap30BaHMe CTaHAAPTHONM METOJAMKH TPEXTOUYCHHOU
pPacCcTaHOBKH TPOAKapoB 00ECHevnio afieKBaTHBIN JOCTYI Ui pa3felieHus CIaeK U MPOBEICHUS
MHTpaaOAOMUHATBHOTO ATAla JeUeHHUs B IOTHOM 00BbeMe.

Taxk ke mpOBOJIUIIOCH XUPYPTUUYECKOE JICUEHHE COMYTCTBYIONICH MaToloruu. Y 5 marueHToB
C MyMOYHO! IpbKel U 3 MalMEeHTOB ¢ rpblKaMu 0esioil TMHUY )KUBOTA. B ofHOM citydae y peOeHka
BBITIOTHEHO HCCEYEeHHE IMUTMEHTHOTO HEeByca SroJWYHOW obOnacTH, y | mamnmeHTa yaaneHb
pa3BHUBAIOIIMECS MaMMapHbIe Kele3bl. B ogHOM HaAOMIOIEHUU TMOBEACHO CHMYJIHTAHHOE

paszenenue CHHIaAKTUINPOBAaHHEIX III - IV mmaieneB KUCTH.
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I'TABA 3.
Kiaunnyeckue npumMepsbl.

Kaunuuecxuit npumep Nel Hayuenmxa L. 17 nem.

Junaruos: OBOTECTHKYJISIpHOE HapylIeHHe HOPMUPOBAHHE MOJIA.

Kapuotumn: 46XY. ITonosoit xpomatus 0%.

TIcuxoconanbHbIN MOJ: JKEHCKHUI.

MectHo: OtmedaeTcss JBOWCTBEHHOE CTPOEHUE  HAPYKHBIX  IIOJIOBBIX  OpPraHOB,
XapaKTepU3yoIeecss Halu4ueM THIepTpOGUPOBAHHOTO KIUTOPA, MPOMEKHOCTHOW (POpMOit
THITOCTIA NN, ABYCTOpPOHHEH (opmoii kpunropxusma. Bupumuzamust mo Sinecker III crenens, mo
Prader III-1V ctenens.

IIpu poxaeHUM MALUEHT 3aPETUCTPUPOBAH B MYKCKOM IIOJIE.

Anamue3: B nepuoje HOBOPOXIEHHOCTH ONEPHUPOBAHA IO MOBOAY BPOXKIEHHOTO MOPOKa
Cep/a, BHIIOJHEHO 3aKPbITUE OTBEPCTUSI apTEPUATIBHOIO ITPOTOKA.

B 2 ropna 1 Mec. BbIIoOIHEHA Oniepalys 0 BHIIPSIMICHUIO IIOJIOBOTO WIEHA.

B 2 roma 10 mec. peGeHOK omepupoBaH MO IOBOAY MPaBOCTOPOHHEIO KPHUIITOPXHU3MA,
IIPaBOCTOPOHHEN IaxOBOM T'pbDKU. [Ipon3BeNeHO HU3BEIEHUE MPABOIO SIMYKA, I'PbIKECEUEHUE
[1aXOBbIM JIOCTYIIOM.

B 3 roga 7 mec. rojia npu onepaTuBHOM BMEIIATENIBCTBE MO TIOBOJLY JIEBOCTOPOHHEH TaXOBOM
I'PBDKH, IPU PEBU3HM [TAXOBOI'0 KaHaJIa sIMUKa He 0OHAPYKEHO.

B 3 roma 10 Mec. BbIONHEHa AMArHOCTHYECKAs JIaapoOCKONHUs, Ha KOTOpOH OOHapyxkeHa
pyIuMeHTapHas MaTka B BUJE TsDKa, Cl€Ba OT KOTOPOM OTXOAUT (ayuionmueBa TpyOa, TaM ke
nucreHeTudHas roHaga. IlpousBenena Ouonicuss roHaganbHOW — TKaHW. [lo  maHHBIM
TMCTOJIOTMYECKOT0 UCCIIEOBAHNS BBISBICHA Py IMMEHTapHasl TECTUKYJIIpHAs TKaHb.

B 3 roga 11 mec. mamapoTOMHBIM JOCTYNOM IIPOM3BENEHA ONEPALUA: JIEBOCTOPOHHSSA
TyOSKTOMUS ¥ BEHTPOPHUKCALUS JIEBOTO SANYKA.

B Bozpacte 4 ner mpu KOHTPOJIBLHOM OCMOTpPE aHAPOJIOTOM pe3yJIbTaThl FOPMOHAILHOU
TEPANNUU U COCTOSIHUE TOHAJI IIPU3HAHBI HEYI0OBIETBOPUTEIBHBIMU. POIUTENAMY IPUHATO pELLIEHUE
0 CMeHe 1oJia pe0eHKa C MY>KCKOT0 Ha )KEHCKHUH.

B 4 roma 10 mec. mpoBeneHa SKCTpaaOAOMHHAIBHAS JIBYXCTOPOHHSS TOHAJIKTOMHS W
nepBbii 3Tan pemunuzupyromen miactuku HITO 3akimtouaBiimiics B yaaaeHUU KaBepHO3HBIX Tel
KIIUTOPA C OCTABJICHHEM TOJIOBKU KJIMTOpPA Ha COCYAUCTO-HEpBHOM myuke. [lo naHHBIM Onorcuu

CIipaBa yAaJICH TCCTUKYIJI, CJICBAa KOHIJIOMEpAT MLIMCQHOﬁ, )KPIpOBOfI U COSIUHUTEIbHON TKaHU.
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B 13 ner Hauara 3aMeCTUTENbHAS TOPMOHAJIbHAS TEPAINs )KEHCKUMHU [10JIOBBIMH TOPMOHAMU
B LIMKIMYecKoM pexume. Ha ¢oHe 3amecTuTenpHOW Tepanuu OTMEYEHO YIOBIETBOPHUTEIbHOE
pa3BUTHE MOJIOUHBIX XKeJle3.

B 14 ner 11 mec. nanapoTOMHBIM JOCTYIIOM BBIIIOJIHEH CUTMOMJIAJIbHBINA KOJIBIIONOA3 C
(bopMHpPOBAHKEM COYCThSI MEXJTy HEOKOJIBIIOCOM U BEPXHEH TPETH BlIAarajuia, ¢ pyAMMEHTapHOU
¢dbyHKuMOHUpYOIeH wMaTkod. Ilo JaHHBIM TIOBTOpPHOW OHWONCHM JIEBOW TOHAJbI BBISBICH
IPUMUTHBHBIN AUYHUK C HEOPA3BUTUEM CTPYKTYpPHI, IPOBEECHA JIEBOCTOPOHHSS TOHAIIKTOMHUS.
CuMylIbTaHHO IIPOBEJEHA YpPETPOIUIaCTUKA KOXHBIM JIOCKYTOM. B nanbHelem peryispHO
IIPOBOAMIIOCH OYKHPOBAHME BIIarajuila.

[TocneonepalimOHHBIN EPHOJ] OCIOKHUIICS HECOCTOSTENBHOCTBIO0 HCKYCCTBEHHOT'O IPEHaXa
MEXJy HEOKOJIBIIOCOM M Yy4YacTKOM coOcTBeHHoro Biaranuma. Ha ¢one mnpopomkaromeics
3aMECTUTEIbHON T'OPMOHAJIbHOW TEpanuM >KEHCKUMHU IIOJIOBBIMM TOPMOHAMH €XKEMECIYHO
BO3HUKAJIM T'€MATOMETPa U TEeMaTOKOJIbIIOC 3aMKHYTOTO Yy4yacTKa COOCTBEHHOIO Biarajiuila,
COIIPOBOXAAIOIINECS BBIPAXKEHHBIM  0O0JIEBBIM  CHUHIPOMOM. ONOpPOXKHEHHE TI'e€MaTOMETpPhI
OCYILECTBIISUIOCh CaMOCTOSATENIBHO TPU IMEPepacTsHKEHUU Blaraluiia M MaTKH CKONMBIIMMCS
OT/IEIISIEMBIM.

B 15 ner 3 mec. nmpousBeseHa BarHHOCKOIUS, BO BpeMs KOTOPOl 0OHapy»KeHO, YTO CTEHKa
HEOBarvHbl MPEJCTaBIEHAa BOPCUHYATHIM AIUTEINEM, XapaKTEPHBIM JJISl CIITU3UCTOW CUTMOBHIHOM
KMIIKK. Kymnos cim3ucToil HeoBnaranuia cleno 3aKkaH4uBalICs.

IIpoBeneHne 3aMeCTUTENILHON TOPMOHAIBHOM TEPAINIUU IPU3HAHO HEBO3MOXKHBIM B CBSA3H CO
CTEHO30M COYCTbsSI MEXAY HEOBATMHOW U MOJOCTHIO MaTKH, YTO MPUBOJANIIO K PELUIUBUPYIOLIEH
reMaToOMETpe, COMTPOBOKAAIOIIENCS BEIPAKEHHBIM O0JIEBBIM CUHAPOMOM.

VY4uTBIBas HECOCTOATENBHOCTh HEOAHACTOMO3a, IITYOOKYIO AUCIUIa3UI0 MATKU U OTCYTCTBUE
e€ pocra Ha (oHE TOPMOHAJILHOM TepamuM, MOKa3aHO yJaJleHUEe pPYAUMEHTApHOM MaTKH
JAapOCKOMMYECKUM JOCTYIIOM.

B 17 ner npoBeneHa omnepanus JamapoCKONMUYECKass SKCTUPIIALMS MATKH, aIre3UOJIU3HC.
Bxoxnenue B OpIONIHYIO TOJOCTh BBIMOJIHEHO METOJOM OTKPBITOM Jlamapockonuu. JIBa
MaHMITYJISIUOHHBIX TpPOAKapa pPacHoJOXKEeHbl CHUMMETPUYHO B MOJB3JIOLIHBIX oOnactsax. Ilpu
pPEBU3UM B MaJOM Ta3zy M OpIOIIHOM MOJOCTH BBISBICHO HAIUYHME BBIPAXKEHHOTO CHACYHOTO
mpolecca, BBIMOJHEH aAre3uoju3uc. Teno MaTKuU JBYpOroe, MaTo4yHble TPYObl M TOHaJaibHast
TKaHb OTCYTCTBYIOT. DKCTHpIALM MaTKHU MPOU3BECHA HA YPOBHE aHACTOMO3a BEPXHUX OTEIIOB
HeoBJaranuuia. AGIAIUSA CIU3UCTOrO (PparMeHTa €CTECTBEHHOT'O BJIAarajuila, pacriojararomerocs

B cTeHKke Heonaranuma. [‘emocra3. [leputonHusaunus HHTpaaObIOMHHAIBHOM paHbl. Martka

91



M3BJICUEHA M3 OPIOIIHOM MMOJIOCTH ¢ TOMOIIBIO SHIOMENIKA. BHYTPUKOKHBIE KOCMETHYECKHUE IIIBBI
Ha PaHBbI.

IIpy rUCTONOrMYECKOM MCCIENOBAHUU: PYIUMEHTapHAs MaTKa, COCTOAIAs U3 MUOMETPHS CO
CKJIEPO30M CTPOMBI, OTMEUEHA BBIPAKECHHAS AUCTPOPHS MUOLIUTOB, SHIOMETPUIA aTPOPHUHBI.

[IpoomKUTENIBHOCTD ONIEPATUBHOTO BMEIIATENbCTBA cocTaBuiaa 105 munyT. OclioxkHEHUH B
paHHEM M IIO3JHEM IIOCJICONEPALMOHHBIX IIEPUONAX HE OTMEUYEHO. B TeueHme 1ecTu CyTok
IIPOBOJMIIACH NMpodUIaKTUYecKas aHTUOaKTepualbHas Tepanus nedanocnopuHoM | nmokoseHus.
[IpoaomKUTENBHOCTD FOCIUTANIN3ALMH cOCTaBuIIa 13 nHEH.

B nocieonepaiinoOHHOM nEpHOJE KOHCYJIBTUPOBAH SHIAOKPUHOJIOIOM, PEKOMEHJIOBAHO C
LENbI0 KOPPEKLMM THMIIEPrOHaJOTPONHOIO THUIIOIOHAAM3Ma TEpanus IpernapaToM MPOTHHOBA
(Octpanuona Banepar), KanbLui-D3 HUKOMe, KOHTPOJIb IEHCUTOMETPUH.

JlaHHBI TpuUMEp HarJAJHO JEMOHCTPUPYET HEOOXOAMMOCTh UIMPOKOTO BHEIPEHUS
JAapoCKOIHH IPH JICYCHUH JETel ¢ HapyIIeHUsIMH T1010B0o# tuddepentupoBkn. CBOEBpeMEeHHOE
[IPOBEJICHUE JUArHOCTUYECKOM J1aapoCKONNUU ¢ TUCTOJIOTMYECKUM U3ydEHHEM OHoITaTa TOHaa y
JETEeH C JBOMCTBEHHBIM CTPOEHUEM HAPYKHBIX ITOJIOBBIX OPraHOB MOTJIO IIPEJOCTABUTH POJAUTEISAM
MOJIHYI0 MH(MOPMALIMIO JUIsl PAHHEr0 OCYIIECTBICHUS OKOHYATEILHOTO BbIOOpA I10J1a BOCIIUTAHUS
MaIyenTa, 4YTo MO3BONMIO Obl m30ekarh Oonpmieidl uyacth omepammid. Taxke AmuTENbHAS
MEPCUCTEHIUS TUCTONMMPOBAHHONW OBOTECTHKYJSIPHOW TKAHU B OPIONIHON MOJOCTH MPEJCTaBIIAIA

Yrpo3y 1o pa3BUTHIO HECOINIACTUYCCKHUX ITPOUCCCOB.

Knunuueckut npumep Ne2 Hayuenm E. 1 200 10 mecaues.

Juarno3: CMmelaHHasi 1MCreHe3us TOHa.

Kapuotum: 46XY.

ITcuxocouuanbHbIN NOJI: MYKCKOH.

MectHo: Otmedaercss JABOWCTBEHHOE CTPOEHHME HAPYKHBIX IIOJOBBIX  OPraHOB,
XapaKTEePHU3YIOIeecss TMEHOCKPOTaabHOM (OPMON THIOCHIAINU, BEHTPATbHOW nedopmarmeit
KaBepHO3HBIX Tell. [IpaBoe su4Ko B MOILIOHKE, JIEBOE HE MajbnupyeTcs. Bupunuszanus no Prader IV
CTEIIEHb.

[Ipu poxkaeHnn nanueHT 3aperucTPUPOBaH B MY>KCKOM TIOJIE.

Anamues: PeGeHok oOcie1oBaH B 3HIOKPUHOJIOTHYECKOM LIEHTPE, UCKITIOYEHBI BPOXKACHHAS
TUC(YHKIMS KOPBI HAANOYEYHUKOB, PELIENTOPHBIH OJIOK.

IIpoBenena onepanus: Jlamapockonuyeckas agHEKCOKTOMMS CIIE€BA, THUCTEPIKTOMUS.

I'pepxecedenue cnpasa.
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Bxoxnenue B OpIOMIHYIO IMOJIOCTH BBIOJHEHO METOAOM OTKPBITOW Jamapockomuu. J[Ba
MaHUITYJSIIUOHHBIX TPOAKapa pacIoIOKEHbl CUMMETPUYHO B IIPABOM U JIEBOM Me30racTpasIbHbIX
obnactsax. IIpu peBU3MM BBISBICHO: IPABOE IaxXOBOE KOJIbLIO HE OOJUTEPUPOBAHO, SUUYKOBBIE
COCYIbl U CEMABBIHOCSIIMN IPOTOK BXOIAT B IIaXOBBIM KaHaJ, ClIeBa CTPEK pacloJlaracrcs B
HETMOCPEJCTBEHHOW OJM30CTH OT MATOYHOH TpyOBl M PYyJUMEHTApHOM MAaTKH, HaXOMSIICHCS B
CHUHHUCTPONO3ULIMNA. BBINOIHEHBI JIanapoCKONUYECKas aJHEKCOKTOMHS CIIEBA, T'MCTEPIKTOMMS,
IUTACTHKA IPaBOro TIIyOOKOro maxoBoro kombla. KynbTd Braranuima repMeTHYHO YILIHUTA.
[lepuToHn3anust MHTPaadIOMUHAIBHON paHbl. MaTka W ee NpUIATKH W3BICUYEHBI M3 OPIOIIHON
IIOJIOCTH C TIOMOLIBIO JHJOMEIIKA. B IPOCTPaHCTBO MaJIOro Ta3a YCTAHOBJIEH CTPaxXxOBOYHBIN
AOpeHax. PaHbl ylIMThl BHYTPUKOKHBIMU KOCMETUYECKUMHU IIBAMH.

IIpyu rHCTOIOrMYECKOM UCCIIEIOBAHUN: PYAUMEHTAapHAasl MaTKa, COCTOSAIIAs U3 MUOMETPHUS C
TITyOOKMMH CKJICPOTUYHBIMH W3MEHEHHSIMUA CTPOMBI, BEIpQKEHHAS! TUCTPOQHST MUOLUTOB. TKaHb
TOHA/bI MPEJCTaBlIeHa HEe3peIbIMU MOP(PODYHKIIMOHATFHBIMU 3JIeMEHTaMH sindka. KoimdecTBo
KaHaJIbLIEB YMEHBIICHO, BBICTHIIKA HenupdepeHIMpoBaHHbBIMEA KileTkaMu. CTpoMa HeIopa3BHTA,
pbIxJias, oTeyHa. ['oHaJaIbHBIN TSDK ¢ OOJIBIIMM KOJMYECTBOM aHTMOMATO3HBIX COCYJIOB.

IIpoaomKUTENBHOCTD ONIEPAaTUBHOTO BMEIIATENbCTBA cocTaBmwiia 135 MunyT. OClI0)KHEHHH B
PaHHEM U [TO3HEM I1OCIICONEPALMOHHBIX MTEpHoJax He 0TMedeHO. CTpaxOBOYHBIN APEHAX YIaJleH
yepe3 24 daca. B TeueHHe yeThIpex CYyTOK MPOBOAMIACH MPOPIIIAKTHYECKAs aHTHOAKTepUaIbHas
Tepanus nedanocrnopuHoM | mokonenus. IIpoJomKUTENBHOCT TOCOUTANM3AIMN cocTaBmwia 11
JTHEH.

JlaHHBIN pUMEpP JEMOHCTPUPYET YCIEUTHOCTh MPOBEACHMS OOIIMPHBIX JAMapOCKOTUUYECKUX
orepaiuil Mmpu J€4eHUH NAIMeHTOB Maloro BO3pacTa C HapyUIeHUsMH (OpMHUpPOBaHUS MOJa.
B03MOXXHOCTE CHUMYJIBTAaHHOI'O IPOBEACHUSA JANIAPOCKONMYECKOW T'€PHUOIUIACTUKHU, HCIIONb3Ys
UMeroIIelics nocTyn. Manas TpaBMaTUYHOCTD JIAaNIaPOCKOIMYECKOM METOIUKH U CBOEBPEMEHHOCTD
BBITIOJTHEHUS ONEPATUBHOTO MOCOOUS MO3BOJIMIN M30€XaTh MaJIMTHU3ALUN TOHAAAIBHON TKaHHU,
cozepxalie Hespenbie MOpPoPyHKITMOHAIBHBIC DJIEMEHTH U HeAuddepeHITUPOBAHHBIE KICTKH

SUYKa.

Knunuuecxkuti npumep Ne3 Hayuenmxa M. 3 200a.

Huarnos: Yucras popma TecTukymsipaoro aucrenesa ronan (Cunapom Cpaepa).
Kapuotumn: 46XY. ITonosoit xpomatus 0%.

IlcuxoconumanpHbBIN TOMT: )KEHCKUH.
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MectHo: HapyxHble 10JIOBbIE OpraHbl IMPEUMYLIECTBEHHO IO JKEHCKOMY THIY,
XapaKTepu3yroTcss TunepTpodueil  KIUTOpa, MEPCUCTEHIMEH YPOreHUTAIBbHOTO CHHYCA.
Bupunuzarus o Prader 11 crenens.

[Ipu po’x1€HNM MALUEHT 3aPETUCTPUPOBAH B JKEHCKOM I10JIE.

Anamue3: npu 00CJI€JOBaHUU B SHIOKPUHOJIOTHYECKOM IEHTPE HUCKIIOYEHBI BPOXKICHHAS
TUCHYHKIIHS KOPBI HAJIOYEUHHUKOB, PELIETITOPHBIN OJI0K.

[IpoBenena omepaums: Jlamapockomuueckas  aIHEKCOKTOMHUS C  JABYX  CTOpPOH,
deMUHU3UPYIOLIAs IJIACTUKA HAPY/KHBIX [T0JIOBBIX OPIaHOB.

Bxoxnenue B OpIOIIHYIO TOJIOCTh BBIIOJIHEHO METOJIOM OTKPBITOM jamapockonuu. J[Ba
MaHUIYJISIMUOHHBIX TpOakapa pacloJIOKEHbl Ha TpaHULE MOJB3AOLIHBIX M ME30racTpalbHbIX
o0yactell CHMMETPUYHO CIipaBa U cieBa. [Ipu peBU3uu BBISIBICHO: Y IPaBOi OOKOBOM CTEHKH Ta3a
pacrosioskeH (GUOPO3HBIA TSHK C YTONIICHHEM B MEIUATBHON TPETH, MPUIISKAIUN K PYAUMEHTY
MaTOYHOM TpyObl, y HW)KHEr0 IIOJIOCA KOTOPOM HMeEeTCsl THIOIIa3UpOBAaHHAs MaTka,
MPEJCTaBICHHAs MBIIIEYHO-(PUOPOo3HBIM BamukoM. CieBa OT MBIIIEYHO-(PUOPO3HOTO BaMKa
OTXOJUT YIJIMHEHHAs TUIOIIACTUYHAs MaToyHas TpyOa c mpuiekamuM (GUOPO3HBIM THKOM,
YTOJILIEHHBIM B cpeHel TpeTu. BrinonHeHa janapocKonuyeckast aJHEKCIKTOMUS C IByX CTOPOH.
l'onagbsl wu3BNIEUYEeHbl M3 OpIOMIHOM MOJOCTH C IOMOLIBIO JHAOMEIIKAa. PaHbl  yIINUTHI
BHYTPUKOXHBIMH KOCMETHYECKUMU HIBaMU. CUMYJIbTAaHHO BBINOJIHEHO YJaJIEHHE KaBEPHO3HBIX
T€1 C COXpPAaHEHHEM TOJIOBKM Ha JOp3aJIbHOM COCYIHCTO-HEPBHOM Iyuke. [InmacThka Mambix
noJjioBbIX I'y0. HanmosxeHa naBsimasi moBs3Ka.

[Ipu rucrosornyeckoM Mcciael0BaHUU: HU3KOAU(depeHIIMpOBaHHAsI TECTUKYJISIpHAs TKaHb
JUCTEHETUYHBIX TOHAJ, OT KOTOPBIX OTXOJUT TpYyObId COEAMHHUTEIbHO-TKAHHBIA TSDK C
aHTMOMAaTO3HBIMH COCy1aMU. MaToO4YHbIE TPYObI C aHTMOMAaTO30M B a/IBEHTUIMAILHOM CIIOE.

IIpoaomKUTENTBHOCTD JIATapOCKOIINYECKOT0 ATara ONepaTUBHOIO BMEIIATEIbCTBA COCTaBUIIA
73 MUHYTHI, (EMUHU3UPYIOIIAs TUIACTHKA BBITIOJMHEHA 3a 82 MUHYTHL. OCJIOKHEHUN B paHHEM U
MO3/JHEM TIOCJIEONEPAlMOHHBIX MEpHoJaX HE OTMEYEeHO. AHTHOAKTepUalbHOM Tepanuu He
IPOBOAMIIOCH. [IpOIOIIKUTENBHOCT TOCIUTAIN3AIMH cOCcTaBuIa 14 qHE.

JlaHHBI ~ TpUMEp  JEMOHCTPUPYET  YCHEIIHOCTh  CUMYJIbTAHHOTO  BBIIIOJHEHHS
JANapOCKOMMYECKOro 3Tana XUPYpruueckoro JIEYeHHs] B COYETaHWU C MPOBEACHHEM CII0KHOMN
PEKOHCTPYKTHUBHOM ONepaluy Ha HapyXHBIX IOJIOBBIX OpraHax IpH JIEYEHUHU MAIMEHTOB C

HapylmeHus MU (POPMUPOBAHHUS TTOJIA.
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['JIABA 4.
AHaJan3 pe3yJbTaToB

B Hacrosiiee Bpemsi pa3paboTka XUPYpPruueCKOM TAaKTHKW M COBEPIICHCTBOBAHHUE METO/IOB
JIeUeHHsI IeTeH C HApYIICHUSMHU TOJO0BOH nupdHepeHIIMpOBKY SBISETCS aKTyadbHOH 3amadcii. B
MIpe/ICTaBICHHON paboTe OTpaXKEHbl COBPEMEHHBIE aCTIEKThl JUArHOCTUKH U JICYSHUS ITAlIUEHTOB C
DSD, paccMoTpeHbl mnpeajiaraeéMble K HCIOJIB30BAaHUIO KiaccUpuKauuu (OopM MATOJOTUU U
COOTBETCTBYIOIIMX IMOPOKOB Pa3BUTHS OPTaHOB PEIPOIYKTUBHOM cucTeMbl. [IpoBenieH neTanbHbIif
aHAJIN3 HAKOIUICHHOTO 3apy0eXHOT0 W OTCUECTBEHHOTO OIbITa MPUMEHCHHS JIAMApOCKOIUN Ha
opraHax penpoayKTUBHOW cHCTeMbl y marueHToB ¢ DSD. YureHbl 0COOCHHOCTH METOJIOB
XUPYPTUUECKOW KOPPEKLIUU AHOMAJIUN OPraHOB PENPOAYKTUBHON CHCTEMBI Y JIE€TEH Pa3IM4HbIX
BO3pacTHBIX Tpynn. COBOKYITHOCTh OTPAKEHHBIX B HAYYHOU JIMTEPAType JaHHBIX COMOCTaBJICHA C
pe3yibTaTaMu COOCTBEHHBIX HAOIIOJEHUN 10 MPUMEHEHUIO Jlanapockonuu y 86 nereir ¢ DSD B
Bo3pacte OT 4 mecsneB g0 18 ner, HaxomuBmmxcs Ha JedeHuu B WM3maiinosckoit KD,
Mopo3zosckoit JITKb u ®T'AY «HMUIL3/]» ¢ 2004 nmo 2014 rox. B pabore ucmonp3oBaH
MEXIUCIUIMHAPHBIA TOAXOJ, 3aKJIIOYAONIMIICS B MPUBICYEHUHM MHOMXECTBA CIECLHAINCTOB
pa3nUYHOTO TPO(MUIS, WMCIOIIMX HABBIKM IO BEJCHUIO TAIMEHTOB C JAHHOW MATOJIOTHEH:
SHJOKPUHOJIOTH, THHEKOJIOTH, JETCKHUE YpPOJIOTH M aHAPOJIOTHH, JIE€TCKHE XUPYpPTrH, T'€HETHKH,
MeUaTpbl U JETCKUE MICUXOJIOTH.

[Ipn 00paboTke MaHHBIX HAYYHOW JUTEpaTyphl OMPENEICHHbIE TPYIHOCTH BBI3BIBAJIO
WCIIOIb30BaHUE KOJIJIEKTUBAMHU aBTOPOB PA3JIMYHBIX TEPMHHOJOTUYECKHUX OmpeneneHu popm
MaToJIOTUU M BApUAHTOB KIAcCU(PHUKAMM WHTEPCEKCYAIbHBIX paccTpoiicTB. Hamu mnpusHano
O00OCHOBAaHHBIM M IIEIECOO0pa3HBIM MPUHATHE M3MEHEHUu HoMeHKIaTypel ¢opm DSD,
PEKOMEHJIOBaHHbIX MexyHapoaHbIiM KoHceHcycoM 2006r. B mnpakTuyeckoil AesTelbHOCTH
HauOosiee yTOOHBIM MPU3HAHO UCIIOJIB30BAHWE OTPAKEHHS B JMArHO3€ HO30JIOTHMUECKOU (HOpMBI
MaTOJIOTHH C YKa3aHUEM KapUOTHUIIA U CTETICHU BUPUITU3AIIMHI HAPY>KHBIX MTOJIOBBIX OPTraHOB 110 Von
Prader. ComocTaBieHrne BU3YalbHO BBISIBISIEMBIX BO BPEMs JAmapOCKONMUH MOP(HOIOTHUECKUX
W3MEHEHUN TOHA/l U JAHHBIX TMCTOJIOTMYECKOTO HCCIEIOBAHUS SIBISETCS BAXKHBIM aCIEKTOM B
apryMeHTaluu BbBIOpaHHON TakTWkH JjeueHus. Hamu wu3yuena u c¢ 2008 roma mpuHsTa K
WCTIOB30BAaHUIO KJIACCH(UKAIMS TMAaTOTUCTOJOTUYECKNX HM3MEHEHHH TOHANadbHOW TKaHU Y
narueHToB ¢ DSD, Nistal M. et al. or 2007 roga. Ucnonb3oBanue JaHHOW KiIacCH(PUKAIUU B
MPAKTUYECKOW JIEATEIbHOCTH MO3BOJWJIO CHUCTEMATU3UPOBATh MHTPAOINEPALMOHHO BBISBIISIEMbIE
W3MEHEHUs TOHANAJbHON TKaHU, OMPENENATh PHUCK €€ MaJuTHu3alud W (QYHKIIMOHAIBHON
AKTUBHOCTH, HA OCHOBAaHWU YETO B3BEUIEHHO MOJXOJUTh K PEHICHHUIO BOMPOCOB OIPEICICHHS

XUPYPru4ecKoil TakTUkH. [ KiaccupuKaiy MopoKoB pa3BUTH MAaTKU M BJIATaJIHIIA Y AEBOYEK
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Hanbonee ymoOHOM B MPAaKTUYECKOM NEATENLHOCTH NMpU3HAHa HOMEHKiartypa AnamsH JL.B. -
XamykoeBoit A.3. (1998r.), ocHoOBaHHas Ha KJIMHHUKO-aHATOMHUYECKOM IIOJX0JIe K OMPEICICHUIO
¢bopM aHOManMii pa3BUTHUA IIOJOBBIX OPraHOB, YTO IO3BOJSUIO IPOrHO3UPOBATh HUX
(GYHKIMOHATBHYIO CIOCOOHOCTh. Y MAIlMEHTOB, OMpPEICICHHBIX B MYMXCKOM IIOJIe, B cly4ae
BBISIBJICHUSI IEPUBATOB MIOJUIEPOBBIX IPOTOKOB, OIIMCHIBAIACH X CUMMETPHS, CTEIICHb Pa3BUTUA U
aHATOMO-TONOIpaUUIECKOe PACIIOIOKEHHE.

[lokazaHusd © DOPOTUBONOKA3aHMs K ONEPATHBHOMY BMEIIATENIBCTBY, IMPOBOIUMOMY
JAMapoCKOMMYECKUM JOCTYIIOM, HE MpeTeprenu KaKHX-JIMOO CYIIECTBEHHBIX H3MEHEHUH I10
CPaBHEHUIO C OTKPBITBIMM onepauusmu. lcnosib3oBaHue 1anapoOCKONMYECKOW METOIUKH
XUPYPrUYECKON KOPPEKLINN aHOMAJIUI OPraHOB PENPOLYKTUBHOM CUCTEMBI ITO3BOJISUIO IPOBOIUTH
orepauuu B TpeOyeMoM 00beMe ¢ MUHUMAJIbHBIM TPABMUPYIOLIEM BO3JEHCTBHEM HAa OpPraHU3M
MalUEHTA.

B nanHoi paboTe BIiepBbI€ B OT€UECTBEHHON NPAKTHKE MOJPOOHO PACCMOTPEHBI BOIPOCHI
BbIOOpA TAaKTUKU XUPYPrHUECKOTO JiedeHus manueHToB ¢ DSD ¢ yderom aHaToMH4YeCKOU (pOPMBI
IIPEICTAaBICHHBIX AHOMAJIMH Pa3BUTHUs, IPOBEJEHO CONOCTABICHHUE JaHHBIX BU3yaJIbHOIO OCMOTpa
U TATOTMCTOJIOTUYECKOr0 HMCCIEe0BaHMs YIaJeHHOM TIOHAJajdbHON TKaHH, MOAPOOHO ONMHUCAHBI
METOANYECKUE aCIIEKThI IIPOBEACHMS JIANAPOCKOIINHY Y IAL[UEHTOB C JAHHOU Iarosiorued. TakTuka
ONEPATUBHOIO JIEYEHUs ONpPENEsIach B KaXKJIOM CiIydae WHAWBUIYAIBHO, B COOTBETCTBHUH C
¢dopmoit  DSD, anaToMmuecko-tonorpauueckoro BapHaHTa CTPOCHHMsS aHOMAJIWU OpPraHoOB
PENpPOLYKTUBHON CUCTEMBI, HAIMYUSA COYETAHHOMN WM COIYTCTBYIOIIEH [TaTOJIOTUU U B COIIACHH C
MAlUMEHTOM WM ero ouIUaNIbHBIMU NpeacTaBuTensiMu. C 1enblo aHalu3a pe3yabTaToB paboThI
MIpe/ICTaBIseTCS] HEOOXOAUMBIM MPOBECTH B3BELICHHYIO OLICHKY JaHHBIX, MOJIYYEHHBIX BO BpEMs
JIANIapOCKOMMYECKON AMATHOCTUKM M XUPYPrUYECKOM KOPPEKLUUH aHOMAaIMM pa3BUTHsS OPraHOB
PENPOAYKTUBHOM cuUCTeMBI y ieTelt ¢ DSD, ocyniecTBUTh CpaBHEHNE IPUMEHSEMBIX TAKTHYECKHUX
1 METOANYECKUX MOIX0I0B, ONIMCAHHBIX PA3JIMYHBIMU KOJUIEKTUBAMH aBTOPOB.

4.1. AHa/IM3 TAKTHYECKHUX MOAXO00B K JIANIAPOCKONUYECKOM INATHOCTHKE U KOPPEeKIHHU
AaHOMAJIM OpPraHoOB penpoAYKTHBHOM CHCTEMbI Yy JeTell ¢ HApPYLICHUSAMH I10JIOBOM
Au(ppepeHupPOBKH.

B nanmapockonuueckold XHMpPYpruyecKOM TAKTHUKE JIEYEHHsI JETel ¢ HapyLIeHUsSMH
(hopMupOBaHHS T0JIa BBIICIICHBI JIBA TAra: TUArHOCTUYECKON M JIEYCOHON JTanmapOCKOMHUH. DTar
0030pHON JMArHOCTHYECKOW JIANapOCKONUU SIBIISJICS HEOTHEMJIEMON YacCThIO XUPYPIHUECKOTO
nocobuss y manueHtoB ¢ DSD. AnroputMm mnpoBeneHuss 0030pHOM JamapOCKONMMU BKIIOYAI

MMOCJICA0BATCIIbHOC BHU3YaJIbHOC YCTAHOBJICHUC THUIIA W PACIIOJIOXKCHUSA FOHaJIaHBHOﬁ TKaHH,
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CTENIEHU pa3BUTUS JEPUBATOB MIOJUIEPOBBIX IIPOTOKOB, BBISBIECHUE IIPU3HAKOB TEUYECHUS
HEOIIACTUYECKUX TPOIECCOB, OOHApY)KEHHWE COYETAaHHOW M CONYTCTBYIOIIEH MAaTOJIOTHH,
ONpeJIeJICHUE TOYEK YCTAHOBKY MaHUIYJISILUOHHBIX TPOAKAPOB.

JlnarHoctuueckas JanapoCKOIMs BbIIEJIEHA B OTJIEIbHOE XUPYPru4eCKOe BMEIIATEILCTBO B
26 (30,23%) cnyyasx. B 15 naGmroeHusIX AaHHBIC, TOXYYEHHBIC IPU 0030pHOM JamapOCKONHH,
HOCHWJIM MCUYEPNBIBAIOLINN XapaKTep, MO3BOJIAIOIIMN ONPEIEIUTh TATbHEUIITYI0 TAKTUKY JICUCHUSI.
VY 11 (12,79%) nereit ¢ uenbio onpeAeneHUs AalbHEHIIeH TaKTUKH XUPYPTUYECKOTO JICUCHHS
TpeOOBaIOCH MPOBEICHUE TUCTOIOTMYECKOTO U3YUYEHUSI CTPOCHHUS TOHAIaNbHON TKaHu. V3yueHue
UCTOpUM OOJIE3HU MO3BOJIMIIO 3AKIIOYUTh, YTO y MSATH HAlMEHTOB, BOCIUTHIBAEMBIX B MYXCKOM
nosie (uetbipe pedbenka ¢ MGD u omun ¢ OT-DSD) ronamanbHas TKaHb KMMeJa BU3YallbHO
onpeJesieMble XapaKTepHbIE NMPU3HAKU JUCT€HE3a, TUCTOJIOTMYECKOe U3YUYEHHE, BBIICICHHOE B
OTJIENIbHBIN ATall, IPOBEJIEHO 110 HACTOATEILHOMY TpeOoBaHMIO poauTeneil. B nartu HabmroneHusax
(mBa mManmpunka ¢ cuHApoMoM XX-male u Tpu neBouku ¢ UJIS) ronaganpHas TKaHb HE MMeJa
OJIHO3HAYHBIX MPU3HAKOB JMCTEHE3a, YTO CIY)KUJIO MOKa3aHUEM K MPOBENEHUIO YIIyOJIEHHOIO
Mopdorucronoruueckoro uzydenus. B oqnom cinyyae y manuenta ¢ OT-DSD rucronoruueckoe
M3y4€HUE TOHAJAIbHOM TKaHW [BaXXJbl MPOBOAWIOCH IO MECTY JKHUTEJIbCTBA, IPU ITOM IO
pe3yJibTaTaM MepBOro UCCIIEI0BAaHUS MTOIYUYEHbI IaHHbIE O HAJIMYUU B HEH TECTUKYJISAPHBIX KIETOK,
IIpy MOBTOPHOM 3abope Ouornrara ¢ 3TOH K€ rOHaJbl BbISIBICHA OBapUalbHAs TKaHb. B Hamiem
HAOJIOACHNU pe3yNbTaThl THCTOJIOTHYECKOIO 3aKIIOUEHHUS BO BCEX CIIydasiX COOTBETCTBOBAIU
IIPEANIOJIOKEHUSAM O CTPYKTYpPE TOHaJ, BBIABUHYTBIX HAa HMHTPAONEPALMOHHOM OJTare, YTo
CBUJETEIBCTBYET O BHICOKON MH()OPMATUBHOCTH BU3YyaJIbHOTO OCMOTpA MPH JIalIapOCKOMNYECKON
nuarHoctuke ¢popmsl DSD.

ITpu MmopdostornueckomM N3y4eHUH TUCTOJIOTHYECKOr0 MaTepHraia OCHOBHOI 1I€JTbIO SBIISIIACH
HE00X0AMMOCTh BepU(UKaLUU THNA U cTeneHu aAuddepeHInpOBaHHOCTH TOHAJATbHONW TKaHHU,
ypoBHSI €€ (YHKIMOHAJIBbHOM aKTMBHOCTU U BBISBJIIEHHE NMPHU3HAKOB TEUEHUS HEOIJIACTHUYECKHUX
MPOLIECCOB. 3HAYUMOCTh MOP(OJIIOTUYECKOTO HCCIEA0BaHUS OO0YCJIOBII€HA CYIIECTBEHHBIM
BJIMSTHUEM ITOJIy4YEHHBIX PE3YJIbTaTOB Ha BBIOOP IM0JIa MALMEHTa U TAKTHUKY ONEPATUBHOTO JICUCHUSI.
Bpemst npoBesieHus1 TUarHOCTUYECKOM J1arapoCKONuu ¢ 3a00pOM TMCTOJIOTHUECKOro Marepuasia
rOHaJaTIbHOM TKaHU COCTAaBWIIO OT 24 10 53 MHUHYT.

B usyueHHoll 3apyOeXHOM M OTEUYECTBEHHOM JuTEpaType BONpOC OOOCHOBAHHOCTH
BBIICJICHUS] JUArHOCTHYECKON JamapoCKONMHM B OTAEIbHBIM 3Tall OCTAETCS HEOCBEIICHHBIM.
Nwmeromuecs: aHHbIe OMyOJMKOBAaHHBIX HAYYHBIX COOOIIEHHH CBHJIETEIBCTBYIOT O CTPEMIICHUH

3apyOCKHBIX aBTOPOB TPOBOJUTH OMNEPATHBHOE JICUCHHE TMAIlMEHTOB ©O€3  BBIACICHUS
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JUarHOCTMYECKON JIaapOCKONMM B OTHEJIBHBIN 3Tal, MPOBOAS TMCTOJIOIMYECKOE H3yUYEHHE
TOHA/IAJIbHOM TKaHW MHTpAoIepauuoHHO. [1010)XKUTeTbHBIM MOMEHTOM JJTaHHOM TAKTHKU SIBIISIETCS
OTCYTCTBHE€ HEOOXOJMMOCTH TOBTOPHOM TOCHHUTAIU3alMU [allMeHTa s BTOPOro JTama
OIIEpaTUBHOIO JIEUEHUS U COKPAILLEHUE CYMMapHbIX CPOKOB MOCJIe0NepalnoHHoro nepuoaa. Ilpu
9TOM OTMEYAEeTCs] YBEIMYEHHUE NPOJOLKUTEIBHOCTH BPEMEHM OINEpAllMU 3a CUET OXKUIAHMS
Mop(ooruueckoro 3akioyeHus. TUN HMEIoLIecs TOHAJalbHOW TKaHM MOXKET OKa3bIBaTh
BIIUSIHUE Ha BHIOOp POAMTENSIMU IOJa BOCHHUTAHUS MalMeHTa. B ciyyae ompeneneHusl TaKTHKU
XUPYPrUU4ECKOro JIEYEHUS] HAa OCHOBE HHTPAOINEPALlMOHHOIO THMCTOJIOIMYECKOIO M3y4YeHUS
TFOHAJAJIbHONM TKaHU MOTYT OTMEYaThCsl IMPOTUBOPEUHS C IMOJIOKEHHMEM MexXIyHapoIHOTO
KOHCEHCYCa 1O TaKTHKe BeAaeHus nanueHToB ¢ DSD ot 2006 roma, B KOTOPOM YKa3bIBaeTCs
HEO0OXOIMMOCTh TMPEAOCTABUTh MAlMEHTy M €ro MpPeICTaBUTENSAM BpPEMsl, JOCTaTOYHOE IS
IPUHATHUSL B3BELIEHHOTO pElIeHHs O I0JIe BOCHUTaHMs mnauveHta. Ham npencrasisiercs
HEOOXOJMMBIM TPUMEHSTH B3BEUICHHBIM MOIXOJ K MPOBEICHUIO OMOICHU TOHAJAJIBHON TKAaHU.
OTtpunarenbHbIMU MOMEHTaMHM OHMOIICMM TOHAJAIbHOM TKaHM SBJISETCS (DAKT HOBPEXKACHUS
Karcyjabpl NATOJIOTMYHOM TOHAJAbl, YTO MPOBOLMPYET HUMILIAHTAMOHHOE pPAacCHpOCTpaHEHUE
BO3MOXXHOT'O HEOIJIACTHYECKOTOo Tpolecca. 3a00p THUCTOJIOTMYECKOTO MaTepuana BeoeT K
KOJMYECTBEHHOMY YMEHBIIEHUIO TOHadalbHOM TkaHu. Ilpu paccmMorpeHun Borpoca o
11e71€co00pa3HOCTH COXPAHEHUs TECTUKYJISIPHOM TKaHW NPOBENCHHE OHOICHUU MPEAOoIpenesseT
MIOBPEXKICHUE CEMEHHBIX KaHAIbIIEB SIMYKA, YTO BEAET K HAPYLIEHUIO €r0 apXUTEKTOHUKH H
CHIDKEHMIO (DYHKIIMOHAJIbHOW 3HAYUMOCTH.

B mpencraBnenHoit padoTe jamapockonuuyeckoe JjiedeHue nanueHtoB ¢ DSD cBs3zano ¢
TPAHCIIO3UIIMEN WK yJlaJ€eHuEM TUCTOMMPOBAHHOW W/WJIN JTUCTCHETHYHON TOHAJAIbHOW TKaHH, C
yIaJ€HUEM JAMCILIACTHUYHBIX JI€PUBATOB MIOJUIEPOBBIX IPOTOKOB, @ TAKXE C BBIIOJHEHUEM
CUMYJbTaHHBIX omnepanuil. lcnonp3oBaHME NPEUMYIIECTB JIAIAPOCKONUYECKOW TEXHUKU
MIO3BOJISIO OCYLIECTBIIATH U dHepeHIIMPOBAaHHBIN OIXO0/] IIPU ONpeesIeHuH 00bemMa TpedyemMoro
ONEpPaTUBHOTO JIEYEHUS, YTO CIOCOOCTBOBAJIO YMEHBIIEHUIO TPaBMUPYIOLIETO BO3AEHCTBUS
ONEpaly M B HEKOTOPBIX CIIydasX MPeNoNpeiessio CoOXpaHeHHe (PepTUIbLHBIX BO3MOKHOCTEH
MalyeHTa.

B xone ananu3za 3a0osieBaHUi, CBA3aHHBIX C HapyllIeHUEM MOJIOBOW nuddepeHnpoBKy, 1
MIPOBOAMMBIX ONEpaliil BBISIBICHBI CYIIECTBEHHbBIE OTINYMS B TAKTHKE XUPYPTrUUYECKOrO JICUCHHS
J€Ted B 3aBUCMMOCTH OT HAJWYMs JUCTE€HE3a TOHANAJbHOW TKAHU, YTO IMOCIYXHJIO MOBOJIOM K

PasaCICHUIO OCHOBHOM rpyIibl Ha ABC IMOATPYIIIIBI.
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B rpynny «A» BKiIroueHO 27 MAIMEHTOB C MATOJIOTHEH, HE COMPOBOXKAAOLICHCS TPyObIM
JMCTeHE30M T'OHAJaJIbHON TKaHU. B Halem HaOJt0JeHUH AaHHas rpyIa MpeacTaBiIeHa YeThIPbMS
TUIAMM TATOJOTMU: CUHAPOMOM TECTUKYJIAPHON (EeMHHM3ALMU, CUHAPOMOM Jedunura So-
peayKTasbl, CHHIPOMOM PYIUMEHTApHBIX SUYEK W CHHAPOMOM IEPCUCTEHLMH JEpUBATOB
MIOJJIEPOBBIX MPOTOKOB. OOLIMMH KIMHUYECKUMHE MTPU3HAKAMH Il JAHHOW MATOJIOTHU CITYKUIIH:
HapylleHHe aHApPOreHu3alMd Yy TMaluueHToB ¢ KapuotunoMm 46XY, BbICOKas CTENEHb
I PepeHIUPOBKH MPEICTABICHHON TECTUKYJISIPHOW TKAaHM WU, KaK CIEICTBUE, OTHOCHUTEJIBHO
HU3Kas yrpo3a paHHEW MaJMTHU3alUU AMCTONMPOBAHHBIX TECTUKYN. TaKTHKa XUPYpPru4ecKoro
JICUEHUs ONPEJEIIAIach B COOTBETCTBUM C NICUXOCOLMAIBHBIM I10JIOM mHanueHTta. [lokazanusamu k
IIPOBE/ICHUIO JIMAarHOCTUYECKOH JIAaapOCKOIUM CIIY>KUJIM BBICOKAsl CTEIIEHb PETCHLUH SIMUYEK WIIH
HEBO3MOXXHOCTb ONPEAETICHUs UX JOKAIU3alMU HEMHBA3UBHBIMH MeToJaMM uccienoBanus. [Ipu
3TOM JJOCTOMHCTBOM JIallapOCKOIINHU SIBJISIACh BO3MOYKHOCTh BU3YaJIbHOTO OIPENEICHUS CTEIIEHU
KPOBOCHA0KEHUSI JTUCTONMUPOBAHHON TECTUKYJIAPHOH TKAaHM, 4YTO TMO3BOJBLIIO TOAOOpaTh
ONTHUMAJIbHYIO TAKTUKY U METOAMKY XUPYPTrUUE€CKOr0 JI€UEHHUs NAL[UEHTOB C IaHHOM MaTOJIOTUEH.

VY NanueHToB ¢ KEHCKUM I0JIOM BOCIHMTAHUS MIPOBOJMIACE OPXUIKTOMHUS C MOCIEAYIOIINUM
naToMOpQOJOTMUECKUM  HM3ydeHMEeM  yjajeHHoro wmarepuana. C  1enbl0  yMEHbIIEHUS
TPaBMAaTUYHOCTH OMNEPAIMH HPEANOYTUTEIFHO OBLIO yIaleHHE TECTHUKYJ JIAmapOCKOIHMYECKUM
JOCTYIIOM, BCJEJICTBUE YEro MpU JIOKAIM3AallMM TECTUKYJa B BEPXHEW TPETH MaxOBOro KaHala
NPEINPUHUMAIINCH MONBITKH TPAHCIO3UIIMU TOHAbl B OPIOIIHYIO MOJOCTh. B ciydae ¢ukcauuu
TECTUKYJI B IAXOBOM KaHAJIE IPOBOJWJIACH IIaX0Basi TOHAJIDKTOMUS. Y UUTBIBAs CTApLIMil BO3pacT
MalMEeHTOB, OOpalllalolMXcsd C JaHHOM MaToJOTHEeH, IMpOoBeIeHHUE OO030pHON JIaapOCKOIUU
O00yCIIOBJIGHO HEOOXOJMMOCTBIO HCKJIIOYUTh PHUCK BO3HUKHOBEHUS U  PacHpOCTpaHEHUs
HEOIUIACTUYECKOro mnpouecca. Hu3kuil ypoBeHb XUPYPrUYECKOM arpeccM Ipu IPOBEICHHUH
TOHAJPKTOMHUH Yy NAUEHTOB ¢ AIS, OpMEHTHPOBAHHBIX B KEHCKOM I10JI€, ITO3BOJIMII PACIIUPUTh
MTOKa3aHUs K CUMYJbTaHHOMY NPOBEIECHUIO (DEMUHU3UPYIOIIEH TUIACTUKH, YTO ObUIO BBIITOJIHEHO B
7 u3 14 cinyyaeB HaOMIOACHUSI.

B cyuae onpenenenus B My»ckom mose nanueHToB ¢ PAIS, SaRD2-deficien, PMDS u CPA
MIPOBEICHUE JHATHOCTHUECKOW JIAapOCKOMUHU MO3BOJISUIO OINPENEIUTh 11eJIecO000pa3sHOCTh U
ONTHUMAJIbHBIA METOJ HU3BENIEHHUs TOHaJ B MOIIOHKY. MeToJn HM3BEAEHMsI TOHAJ B MOIIOHKY
3aBHCENl OT YPOBHSI PETEHIUH TECTUKYJ M CTENEeHM Pa3BUTHUS TECTUKYISIPHBIX cocynoB. Hammu
UCKJIIOYEHA MpPAaKTUKa IPOBEJACHUS BEHTPO(MUKCAIMM TECTUKYJI. B yClIOBHSX HapacTarommx
BO3MOKHOCTEH TOPMOHAJIBHOM Tepanuu apryMeHT O HeOOXOIMMOCTH BPEMEHHOTO COXPaHEHUs

cOOCTBEHHOM TOPMOHAITBHOM CEKPEIIMH TTPU OTCYTCTBUH BO3MOKHOCTH aJIEKBAaTHOW TPAHCTIO3UITUN
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TECTUKYJ IIPEICTaBIICTCS  HECOCTOATENbHBbIM. llepememienne roHax Mmox KOXy IIpU
BEHTpO(UKCAlMM TPUBOAUT K BO3HUKHOBEHHUIO OOJIEBBIX OUIYHICHHH U ICHUXOJIOTHYECKOMY
nuckomdopTy nanuenta. Hemocratkamu onepanuu BeHTpo(UKcaluy SBISIOTCS €€ OTHOCUTEIbHAs
TPaBMaTHYHOCTh, HU3KUI KOCMeTHUECKUH 3(pPeKT n HeoOX0aMMOCTh IPOBEIEHHS BTOPOTO JTara,
CBA3AHHOIO C IIEPEMELICHUEM WM yAaJeHHeM roHaasl. Ha Ham B3I, TOJBKO MOIIOHOYHOE
pacrojoKeHue roHajbl obecrneynBacT (PU3NOIOTUYHBIE YCIOBUS (DYHKIIMOHUPOBAHUS, CHUXKACT
TEMIIbl UHBOJIIOLMN U PUCK MAJMTHU3ALMY BCIIEICTBUE HOPMAJIM3ALMU TEMIIEPATYPHOTO peXUMa
pacroyio’KeHHs,  CIOCOOCTBYET — NCHXOCOIMAJbHOM  aJanTalMd  HanueHTta. [IpoBenenue
OJIHOCTOPOHHEH J1amapoCcKONUYecKOo TroHaadkToMuu Yy mnangueHta ¢ PMDS  oOycnosneno
BBIPDQ)KCHHBIMU  JIETEHEPATUBHBIMU W3MEHEHUSIMH, BO3HUKILIMMH BCJIEACTBUE JJIUTEIbHON
MHTpaaOJOMUHATIBHON AUCTOMHUH YAaJIE€HHOW TOHAIBI.

B ciyyae HeyaOBIIETBOPUTENBHOTO Pa3BUTHUS TECTUKYISPHBIX COCYIOB, IIPH YCIOBHH
JOCTATOYHOM CTEIEHU 3PEJIOCTH TOHAJAIbHOM TKaHU, IIPOBOJUIICS KypC TOPMOHAIBHOM TEPAIIuH €
XI'Y. Ha Ham B3riis/1, IpeANOYTUTEIbHOM SABJISIETCA TAKTUKA OJTHOMOMEHTHOT'O HU3BEICHUS TOHA
B MOHIOHKY 1o metonuke Illemakepa. JlocTOMHCTBaMM OJHO3TAIHOTO HU3BEACHUS T'OHAJ B
MOUIOHKY SIBJISIETCSI OTCYTCTBHE IOBPEXKJIECHUM CTPYKTYp CEMEHHOTO KAaHATHKa, B YaCTHOCTH,
MBIIIIIBI, TOJHUMAIONIEH SUYKO, COXpaHEHUE (PU3NOIOTUIHOTO KPOBOCHAOKEHUS TOHA, a TAKXKe
HE3HAYMUTENIBHBI CYMMApHBIA YPOBEHb XHUPYpPrH4ecKOM arpeccun. Takke OZHOMOMEHTHOE
HU3BE/ICHNE TOHAJ B MOIIIOHKY MO3BOJISET N30ekKaTh MOBTOPHON TOCHUTAIN3AINN, YTO MOBBIIIAET
SKOHOMHYECKYIO d()(PEeKTUBHOCTH JieueHUs. B cilydae BBICOKOH CTENEHW PETEHIMH SUYKa U
HEJOCTATOYHOTO PA3BUTHUS TECTUKYJSIPHBIX COCYAOB TAaKTHKA XHUPYPrUYECKOrO JICYEHUS
3aKIJII0Yaach B UCMOIb30BaHUM METOAMKHU MO3TATHOTO HU3BeAeHUs roHas ®@osnepa-CteeHcoHa.
JIByXdTamHbIi METOJ HU3BEJCHHS TECTUKYI MO3BOJSET 00ECTIEUUTh a/IeKBATHYIO TPAHCIIO3UIIUIO
TOHAJAIbHOM TKaHU B MOIIOHKY C XOPOIIUM KOCMETHYECKHM pe3ylbTaToM U 00ecredyrBaeT
COXpaHEHHE COOCTBEHHOW TOPMOHAJIBLHON CEKpeluu. YJaJleHHe JIepPUBATOB MIOJIJIEPOBBIX
MPOTOKOB y manueHToB ¢ PMDS, npoBoawioch o T€M K€ MOKa3aHUsIM, YTO M B OCTaJbHBIX
rpyImax nanueHTOoB.

Cpoku aKTUBU3AIIMM OPUEHTUPOBAHHBIX B )KEHCKOM T10JIE€ MALIUEHTOB MOCIE XUPYPTrUIECKOn
KOPPEKIMH BBISBIEHHBIX aHOMaNUi pa3BuTus B 11 ciaydasx onpenensuiuch 00beMOM U TSKECThIO
MIEPEHECEHHBIX CUMYJIbTAHHBIX ONepaIiii, CBA3aHHBIX ¢ PEMUHU3UPYIOLIEH MJIACTUKOW HApYKHBIX
MOJIOBBIX OpraHoB. OCTanbHbIE TPU MALUEHTA, OPUEHTUPOBAHHBIE B )KEHCKOM M0JI€, U JBEHAATh
MALMEHTOB MY’KCKOT'O IICUXOCOLIMAIBHOTO M0JIa AKTUBU3UPOBAHbI B TEUEHUE MIEPBBIX CYTOK MOCIIE

omnepanuu. B olHOM ciydae manueHTy MyKckoro mojia ¢ PAIS mociie mo3TamHoro HU3BEACHUS
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tecTukyn 1o ®osiep-CreeHCOHY ¢ OIHOCTOPOHHEH (UKCcAlMel TECTHKYJIa B MOIIOHKE I10
[llemakepy Ha TPOTSHKEHHH TIEPBBIX JBYX CYTOK TpeOOBaJloCh TMOBTOPHOE BBEICHHE
HEHAPKOTHYECKUX AaHAJIbIE€THKOB C B0 KYNMUPOBAaHUS IOCICONEPAIMOHHOTO 00JIEBOTO
CHHJIpOMa B 00J1aCTH NOCIICONEePAlMOHHBIX paH. B nanpHeem y 3Toro naiueHTa Ha TpeThu CyTKU
OTMEYAJICS JIBYKpPaTHBIA MOABEM TeMIleparypbl 10 (eOpmibHbIX 1udp, 4ro moTpedoBao
MPOBE/ICHUE KPATKOCPOYHOTO Kypca aHTUOHMOTHKONTPO(DMITAKTUKH, 11e(haToCTIOpUHOM | moKoIeHHs,
JalbHeHIlee TeYeHUE IMOCIICONEePAMOHHOTO MEePHo/ia y JaHHOTO IMalMeHTa 0e3 OCOOCHHOCTEH.
Bennunna kpoBonoTepu OlEeHEHa y IBYX HanueHToB ¢ PAIS, BocmUThIBaeéMbIX B KEHCKOM TIOJIE,
KOTOPBIM TIOCJIE  JIAMAPOCKOIMYECKOW JIMAarHOCTHKH BBIIOJHEHA TOCIEAYIoIas IaxoBas
TOHAJIPKTOMHS, TeMopparus coctaBuia 10 u 15 M. B ocTanpHbBIX ciiydasx OCIOXHEHUI BO BpeMs
OIIEPALlMU U MOCIEONEPANMOHHOM TIEPUOJIE HE OTMEYCHO, JaHHBIX M0 BEJIMYMHE KPOBOIIOTEPH HE
MPEJCTABICHO, YTO MO3BOJISET CUUTATh €€ HE3HAYMTEIbHON. BpeMs: HaXx0XK/IeHUs B CTAllMOHAPE B
MIOCJICONEPALMOHHOM MEPUO/I€ NAIMEHTOB I'PYMIIbI «A» cocTaBuiIo ot 5 10 11 cyTok.

VY naneHHasi roHalalbHAsI TKaHb TOBEPrajiach MaToMop(hoIornaeckoMy uccieaoBanuio. I1o
JAHHBIM TUCTOJIOTUYECKOTO 3aKIIFOYCHUS, TPEICTABICHHBI MaTepuall, YIaJICHHBIN y MAIlMEHTOB
KEHCKOTO T10J1a C CHHJPOMOM TECTUKYJIIPHON (DEMUHH3AIMU, COJIEPKHUT 3PEITYI0 TECTUKYIISPHYIO
TKaHb C JIETCHEPAaTUBHBIMU M3MEHEHUsMH. [laTroMopdoornyeckoe n3yueHne yaaneHHOW TOHA b
y narmerta ¢ PMDS omnuceiBaeT M3MEHEHUS, COOTBETCTBYIOIINE OMPEICIICHUIO TUCTEHETHYHOTO
TECTHUKYJIA C IET€HEPATUBHBIMU SIBICHUSMH, HE3PEJIbIX KIETOYHBIX ()OPM HE BBISBICHO. [lepuBaThl
MIOJJIEPOBBIX MPOTOKOB, YIAIEHHBIX y Tpex nanueHtoB ¢ PMDS, npeacraBiieHbl OTHOCUTEIBHO
CUMMETPUYHO Pa3BUTHIMU PYIUMEHTAMU MATKH U MaTOYHBIX TPYO.

OCHOBHBIE pa3NUuUUsi B TAKTHYECKOM TOAXO/A€ K KOPPEKIHMH aHOMAIWK OpraHOB
PENpOIYKTUBHOM CHCTEMBl Yy MAI[MEHTOB C MATOJOrMed, BKIIOYEHHOM B COCTaB TPYMIBI «A,
OTHOCATCS] K pEKOMEHIALMsAM 10 BO3pacTy MPOBEJICHHs ONEpalliyl y MAIMeHTOB KEHCKOTro 1oJa ¢
CHHIIPOMOM TECTUKYISIDHOH QeMHHu3anuu. B pszme JnuTepaTypHBIX HCTOYHHMKOB YyKa3aHa
BO3MOYKHOCTh COXPAHEHHs TOHAJT JI0 TyOepTaTHOTO MEPHOa, YTO 0OOCHOBBIBACTCS OTHOCHTEIBHO
HU3KUM PUCKOM paHHEH MaJIMTHU3allMU NaTOJIOTUYHBIX TOHAJ U, 10 MHEHHIO aBTOPOB, OCTABIISAET
NAIMEeHTy IaHC Ha CaMOOMpe/ieNIeHHe CBOEH MeHISpHOM MPUHAIEKHOCTH. MBI IpuepKUBaeMcst
MO3UIIMA HEOOXOIMUMOCTH TIPOBEICHHSI TOHAJIIKTOMHHA B MAaKCUMaJbHO PAaHHUE CPOKH, MOCTE
Bepudukanuu nuarHosa. JlaHHBIH MOIXOJ MO3BOJSIET M30€kKaTh MyOEPTATHOW MaCKYITHMHU3AIUN
MAIMEHTOB XKEHCKOH MCUXO0COIMATLHON OPUEHTAIUH, TOBBIIIAET IICUXOCOLUANBHYIO aaNTaIlIo B
KEHCKOM TI0JIe, CHMXXAeT PUCK MAaJUTHU3AIUK JUCTONMMPOBAHHOW TECTUKYJISPHON TKaHU.

JlocTtaTouHBIN ypoBEeHb (PEMUHU3ALUN MOKET OBITh JOCTUTHYT 3a CYET TOPMOHAJIbHOM Tepanuu. B
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OCTAJIbHBIX aCHEKTaX y TMAlMEeHTOB JIaHHOW TpPYMIbl MOKa3aHUS W TaKTHKAa XUPYPrHUYECKOM
KOPPEKIMHU aHOMAJINIl OpraHOB PENPONYKTUBHOM CUCTEMBI, a TAKXKe MOJIyYeHHbIE Pe3yJIbTaThl HE
HUMEIOT CYIIECTBEHHBIX OTJIMYUI OT MPAKTUKH, ONMCAHHOW B COBPEMEHHOM Hay4yHOU JTuTepaType.

B rpynny «B» BriIUeHO 55 TalMEHTOB C pPa3IUYHBIMA (OopMaMH H  CTENEHBIO

BBIPOKEHHOCTH JMCTeHEe3a TOHAJAbHON TKaHW, KOTOPBIM MPOBOIWIACKH JIarmapocKomnus. Beioop
TaKTUKH OTEpPATUBHOIO JICYCHHS MAllMEHTOB JAHHOM IPYMIbl MPEACTABISI 0COOYIO CII0XKHOCTD.
[Ipu onpenenenun o0beMa XUPYPru4eckoro sTamna JCUSHHUs YUUTHIBAIICA MCUXOCOLMATBHBINA MOJ
MalUeHTa, BUJI U CTETICHb JIUCTeHEe3a TOHAIAlIbHOM TKaHM, JIOKATU3allUsl U BBICOKAs CTETIEHb PUCKa
paHHEW MaJMTHU3AIMK TAaTOJOTUYHBIX TOHAJ, CTENEHb pa3BUTHSA JIEPUBATOB MIOJLIEPOBBIX
NpOTOKOB. OCHOBHBIMU HAIIPABJIECHUSAMH XUPYPIHUECKOM TAaKTUKH SIBISUIMCH: UCKIIOUEHUE PUCKa
Pa3BUTHS HEOIIACTUYECKUX MPOLIECCOB, COXPAaHEHUE TOHAAAIbHON TKaHU COOTBETCTBYIOIIEH MOy
BOCIIUTAHMSI peOCHKA M COXpaHeHUe (QePTUIHLHBIX BO3MOKHOCTEH manueHTa. Hamu otmedeHo, 4To
y MALUEHTOB C JUCTEHE30M TOHAaTbHON TKAHU KOJIMYECTBO M CTEIEHB 3PEIOCTH TECTUKYISIPHON
TKaHU TPSIMOMIPONOPIIMOHATIBHO CBSI3aHBI CO CTEMEHBIO PE30POLMH JIEPUBATOB MIOJLIEPOBBIX
MIPOTOKOB.

Xupypruyeckass KOPpEKUUs aHOMAJMW pa3BUTUS OPraHOB PENPOIYKTUBHOM CHCTEMBbI
BBITIOJIHEHA 22 MalMeHTaM MYKCKOHM TIcuxocouuanbHoil opueHtanmu ¢ DSD. B orHomenuun
TOHAIaJTbHOM TKaHW TPOBOJWIACH OIEHKa IiesnecooOpasHocTu e€ coxpaHeHus. llokazanus K
yIAJIEHUIO TOHAIAJIbHOM TKAHU BBICTABJISUIMCH NPU HAIMYMU MPU3HAKOB JUCT€HE3a U BBIPAXKEHHBIX
JIEreHEePaTUBHBIX U3MEHEHHH. C LETbI0 UCKIIFOUEHHS BBICOKOTO PUCKA Pa3BUTHS HEOIJIACTUUECKHUX
MPOIIECCOB JIBYCTOPOHHSISI TOHAIPKTOMUS BhimoiaHeHa 10 (45,45%) manuenTtam. B octanbabix 12
cllydyasX Yy MAIUEHTOB MY)KCKOW IcuxocoluanbHo opueHtanuu ¢ MGD  koppexmus
MPEACTABICHHBIX AHOMAJIMN Pa3BUTHS ITPOBEICHA C COXPAHEHUEM TECTUKYJISIPHON TKaHU. Y 1IECTH
MalUEeHTOB OTMEYAJIOCh OJJHOCTOPOHHEE PACIOJIOKEHUE TMYKA B MOLIOHKE. Y HIECTH NAlMEHTOB B
CBSI3U C PETECHIIMEH COXPaHSIEMOro SIMYKa, MPOBOIMINCH ONepaIlii, HAITpaBJICHHbIC Ha HU3BEICHUE
suYKa B MOIIOHKY. Hwu3BeneHue siMuka B MOIIOHKY TO3BOJSUIO COXPAaHUTh COOCTBEHHYIO
TOPMOHAJIBHYIO CEKPEIMIO, COOTBETCTBYIOIIYIO IOy BOCHUTAHHUS TMallMeHTa M 00Jerdano
KOHTPOJb B TMIOCICOTNEPAIMOHHOM TMepuoje. BbIOOp METOAMKM HHU3BENCHHUS COXPaHIEMOTO
TECTUKYJIa OTIPEIEIISIICS CTETICHBIO PA3BUTHS TECTUKYIISIPHBIX COCY/IOB.

[Ipu BBISIBJICHUN TUCIUIACTUYHBIX CTPYKTYP MIOJUIEPOBBIX MPOTOKOB Y JIETEH C TUCTEHE30M
TOHA/IaJIbHOM TKaHU, BOCIIUTHIBAEMBIX B MY)KCKOM I10JI€, BO BCEX CIy4asiXx HAMH MPOBOJMUIIOCH UX
ynanenue. [IpuMeHeHHe JanmapoCKOMuu 00eCleYrBaI0 JOCTOBEPHYIO BHU3YaTH3aIHUI0 COCYIOB

CEMCHHOI'0O KaHaTHKa, 4ToO obecneunBaio BI)I60p OINTHUMAaJIbHOU MCTOJAWKHU TPAHCIIO3UIIUU TECCTUKYII
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U TO3BOJSUIO M30€KaTh PAHCHHS COCYJOB, MHUTAMOIIUX COXPAHSIEMOE SUYKO TPU YIAJICHHUH
JIEPUBATOB MIOJIJICPOBBIX MPOTOKOB.

BpeMst Hax0XIeHUsI B CTAllMOHAPE B MOCICOTIEPAIIMOHHOM IEPUOJIE MAIIMEHTOB MY>KCKOTO
moyia rpynmnsl «B» CcOCTaBWIIO OT IIECTH O TPHHANATH CYTOK. BennmunHa KpOBOMOTEpH TPU
KOPPEKIIMH aHOMAJIHI Pa3BUTHsI y BOCIUTHIBAEMBIX B MY)KCKOM TI0JI€ TIAI[UCHTOB C JUCTCHE30M
roHaJaJIbHOM TKaHU ONpPe/IelIeHa y IEeCTH MAallUeHTOB U cocTaBmuiIa OT 15 10 45 mul.

B HayuHOl nuTeparype, MOCBAMIEHHON XUPYPrHYECKOMY JICUCHHIO OPUEHTHPOBAHHBIX B
MY>KCKOM II0JI€ MMAIMEHTOB C JIUCTEHE30M T'OHAIaIbHOM TKaHH, OTOOPAKEHO COTJIACHE aBTOPOB IO
OOIIMM TaKTUYECKUM BOIPOCAM, TaKMM KaK HEOOXOJMMOCTh YAAJICHUS IaTOJIOTHIHOU
TOHAJAIbHOM TKaHU M COXPaHEHUS CPOPMHUPOBAHHBIX TECTUKYNI. OJHAKO YacTHBIE BOMPOCHI
OCTAIOTCS HEOCBCIICHHBIMH. HambOojee CI0XKHBIM SBISETCS BOIPOC  IIEIECO00pa3HOCTH
COXPAaHCHUS TOHAJIBl, COOTBETCTBYIONICH ONPEICIICHUIO <«IUCTCHETUYHBIA TECTUKYI» TIO
knaccuukanuu Nistal M. et al. or 2007 roga. Ilo naHHBIM NMPOBEACHHOTO HAIICH KIMHUKE
MOP(OTHCTOIOTHYECKOTO  HMCCIICIOBAHUS  YAAJICHHOW TOHAQJANBHOM TKAaHU, B CTPYKTYpe
JUCTEHETUYHOTO TECTUKYJIa PETYISPHO OOHApYKUBAIOTCS HU3KOAUGDPepeHIIMPOBAHHBIE KIIETKH,
yrpoXKaemble MO PUCKY PaHHEro 3J0KauYeCTBEHHOTO MepepokaeHus. B CBs3u ¢ 3THUM MbI
MPUACP)KUBACMCS  MHEHHUS  11€JIeCOOOPAa3HOCTH  COXPAHEHUsS  TOJBKO  MaKPOCKOIMUYECKHU
HEHU3MEHHOTO sIMYKa. MeToAuKa HH3BEACHHUS CHOPMHUPOBAHHOTO TECTUKYJIA B MOIIOHKY
oTmpesensiiach CTENEHBI0 Pa3BUTUS TECTHKYISPHBIX cocynoB. HesddekTuBHOCTH MeTOIUKU
BEHTpo(UKCcAlMK SUYKAa CYUTAaeM JAo0Ka3aHHOW. HeoOXonMMo OTMETHUTh, YTO y MAIMEHTOB C
JTUCTEHE30M TOHAJAIBHOM TKAaHU B CIIydae COXPAHEHHUS MaKpPOCKOMUYECKH C(HOPMUPOBAHHOTO
TECTUKYJIa MBI YKa3bIBaeM TPEACTABUTENSIM TAIMeHTa Ha HEOOXOJIUMOCTh PETYISIPHOTO
npoBefeHus: Y3UW nanHOM TroHajbl C LEIbI0 CBOEBPEMEHHOTO BBISBICHHS MIPU3HAKOB BO3MOKHOM
MAaJIUTHHA3ALU Y.

B oTHOMICHNH IepPUBATOB MIOJUIEPOBBIX MMPOTOKOB MBI ITO/ICP)KHBACM MHEHUE OOJIBIITMHCTBA
ABTOPOB, BBICTYIAIONIUX B TOJB3Y TOTAIBHOTO YAAJIICHUS JCPUBATOB MIOJICPOBBIX MPOTOKOB Yy
OpPUEHTUPOBAHHBIX B MY>KCKOM TI0JI€ MAIMEHTOB C TUCTeHe3uel roHa. JlaHHas TaKTHKA TT03BOJISET
n30exaTh TICUXOJOTHMYECKOTO TUCCOHAHCA Yy TAalMeHTa W HCKII0YaeT PHCK COXPaHEHHs
JTUCTOTTUPOBAHHOTO Y -COJIEPIKAIIETO KJIOHA TOHAMAIBHBIX KJIETOK, YIPOKAEMBIX IO PA3BUTHIO
HEOIUTACTHYECKOTO Tpoliecca. Psii 4acTHBIX MHEHH O BO3MOXKHOCTH COXPAaHEHHs JIEPHUBATOB
MIOJUIEPOBBIX TIPOTOKOB Yy TAIMEHTOB MYXKCKOTO TIOJla, C IIETbI0 MCKIIOUEHHUS pPHCKa
WHTPAONEPANMOHHON TpaBMaTH3aIlUU TECTHUKYISPHBIX COCYAOB, MO Pe3yJbTaTaM COOCTBEHHBIX

Ha6J'II-O)IeHI/II\/II CUHUTAacM JIMIICHHBIMH OCHOBAHMHA.
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[Ipu Koppexy aHOMaJIM1 OPraHOB PENPOLYKTUBHOM CUCTEMBI Y ITALIMEHTOB KEHCKOI'O 110J1a
C AucreHeTM4HbIMH (GopmamMu DSD ocHOBHOe HampaBiieHHE ONEPATUBHBIX YCHUJIMH CBSI3aHO C
HEOOXOAMMOCTBIO yJalleHUs] MaTOJOIMYHONW TOHAJAJIbHOM TKAaHM U COXPAaHEHHWEM JIEPHUBATOB
MIOJJIEPOBBIX IPOTOKOB. B IIpeAcTaBieHHON TpymIe NMPOBEAEHUE BYCTOPOHHEH T'OHAI3KTOMUHU
MPECTaBIIIOCh He0OX0AUMBIM B 31 cityuae. Y 28 manueHTOB, BOCHUTHIBAEMbIX B KEHCKOM II0JIE,
BBICOKUH PUCK MAJMTHU3ALMH MaTOJOTMYHONW TKaHU ObLT 00YCIIOBJIEH HAJIMYMEM B Kapuotumne Y-
XPOMOCOMBI, TPEAONpPENEAoned NePCUCTEHUIUI0 TITyOOKO JAHUCI€HETHUYHBIX TECTHKYIISIPHBIX
kieTok. B ogaom ciyuae y neBouku ¢ CHIT, kapuoTtun 45X0, B my0epTaTHOM MEPHUO/IE BBISBICHBI
IIPU3HAKK MACKYJIMHU3AIMK, YTO TAKXKE CBUIETENBCTBYET O IIEPCUCTEHUUU T'€HETUYECKOTO
MaTepuanga Y-XpoMOCOMbBI, HE BBISIBIEHHOI'O IPU KapuOTUNHpoBaHUU. OOOCHOBAHHOCTh JaHHOMN
TaKTUKM TOATBEPXKACHA TEM, 4TO B 29 cilydasX B YyJaJCHHONM TOHAJAJIbHOM TKaHU IpU
MATOTMCTOJIOTHYECKOM HCCIICIOBAaHUN BBISIBICHBI HHU3KOAU(D()EpEHIIMPOBAHHBIE TECTUKYIISPHbIC
kieTkd. Haubonpline TpyAHOCTHM BO3HUKIM IPU  HMHTPAONEPALMIOHHOM  OIPEAEICHUU
XUPYPrUuecKOi TAaKTUKU JICYEHUS Y IBYX MTallUEHTOB, BOCIIUTHIBaEMBIX B skeHCcKoM nojie ¢ CIIT, ¢
kapuotunoM 45X0/46 XX, y KOTOpbIX TOHa bl ObUIH MPEICTAaBICHBI CTPEKOBOM TKaHbIO. B cBs3M C
OTCYTCTBUEM (YHKIIMOHAJIBHOW 3HAYUMOCTH JUCT€HETUYHBIX T'OHAJ M PHCKOM MEPCUCTEHIMU
HU3KoAU(hpepeHIMPOBAHHBIX KIETOYHBIX 3JEMEHTOB OBLIO MPHHATO pPEIIeHHEe 00 MX YAaJCHHU.
JlaHHBIE ~ TATOTMCTOJOTMYECKOTO  MCCIEIOBAaHMsS  INOATBEPAWIM  HMHTPAONEPALMOHHBIE
MPENOI0KEHNU O HAIWYMU Claboau(depeHIIMPOBAHHBIX OBAapUAIbHBIX KOPKOBBIX KJIETOYHBIX
AJIEMEHTOB B (PUOPO3HOIM CTPYKTYpE.

OAHOCTOPOHHSISI TOHAJAKTOMHS BBINOJIHEHAa JBYM aeBoukaM ¢ OT-DSD c kapuotunom
46XX. B naHHbIX HaOMIOAEHUAX HA JUArHOCTMYECKOM I3Talle JIANapOCKONUU IPU BU3YaJIbHOM
HCCIIEIOBAaHUM IPEIIOI0KEHO HAIMYME COYETaHNsl OBOTECTHCA U TMIIOIIA3UPOBAHHOIO IMYHUKA.
IIpu >TOM mHpOBOAMIIOCH ynaleHUWE OBOTecTHCa M Ouoncus suyHuka. [laTomopdonoruueckoe
HCCIIE0BAHUE BBIIBWIO TECTUKYIISIPHBIE KIETKH B CTPYKTYpPE OBOTECTHUCA, B TUIIOIIIA3UPOBAHHOM
SIMYHUKE, TOATBEPIKICHO HAINYUE OBapraIbHONU TKAaHU CO CHUKEHHBIM KOJIMYECTBOM (DOIITUKYIIOB,
YTO NOJATBEPKIAET IPAaBUIBHOCTD HAlllel TAKTUKH, OCHOBAHHOW HA BU3YaJIbHBIX JaHHBIX.

B tpex cnywasx y nesouek ¢ U/ mpu BuU3yanbHOM OCMOTpPE Ha JAUArHOCTUYECKOH
JANapOCKONUK BBISIBICHBI T'MIOIJIA3UPOBAHHbIE SUYHUKH, B CBSI3M C YE€M IpOBeJeHa OHOoIcus
TOHAIAJbHOM TKaHU. [0 TaHHBIM TMCTOJIOTMYECKOTO 3aKJIFOUECHHS BBISIBJICHA OBapHaJibHAs TKaHb
CO CHM)XEHHBIM YHUCIOM (DOJUIMKYJIOB, 4YTO TaKXe COOTBETCTBOBAJIO HHTpPAONEPAlMOHHBIM

MPpCANOJIOXKCHUAM O CTPYKTYPC 'OHAU.
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Bpems HaxoJeHMs B CTallMOHApPE B MOCJIEONEPALMOHHOM MEPUOJIE MMALMEHTOB )KEHCKOIO
noja rpynmsl «B» coctaBuiio ot 5 10 16 cyrok. BenrurHa KpoBONOTEPH MPU KOPPEKIIMK aHOMAJTUA
pa3BUTHUSL Y BOCHHUTBHIBAEMBIX B JKEHCKOM II0JIE MALMEHTOB C JUCI€HE30M TOHAJAIIbHOW TKaHU
OIICHEHA Y 5 MaIMeHTOB U COCTaBIsIa OT 5 10 35 MiL.

Ilo maHHBIM JIMTEpATyphl, NOCBAIICHHON XUPYPrHYECKOM TAKTHUKE KOPPEKLUMU AHOMAJIUN
pa3BUTUSL OPraHoOB pPEINPOJYKTUBHOW CHCTEMBI Yy IALMEHTOB C TOHAJAJIbHBIM JIHUCTEHE30M,
BOCIIUTBHIBAEMBIX B KEHCKOM I10JI€, aBTOPHI CXOAATCS BO MHEHHMH O HEOOXOIMMOCTU YyHIaJCHHS
TOHA/IATBHOM TKaHU, coaepKalie Hu3KoIu(pPepeHIMPOBaHHbIE TECTUKYIISIPHBIC KIETKH C IIEIBI0
UCKJIIOYEHHUS] PHUCKA pa3BUTUS 3JI0KAYECTBEHHBIX IIpoueccoB. lIpoTuBopeunsi oTmeuaroTcs B
OTHOLLUEHUU XUPYPrUYE€CKON TAKTUKHU Yy MAlUEHTOB, HE UMEIOIIUX B TEHOTHUIIE Y-XpPOMOCOMBI WJIN
SRY-rena. B nanHoM ciy4ae ps aBTOPOB HACTaMBAIOT Ha BO3MOXXHOCTU COXpaHeHust PruOpo3HOn
CTpeKkoBOH TkaHW. [Ipu 3TOM B JIUTEpaType YKas3bIBAaeTCs, YTO MPOBEICHUE OMOIICHU CTPEKOBOM
TKaHW YBEJIMYMBAET PUCK BOSHUKHOBEHMS HEOIUIACTUYECKHUX IpoleccoB. B Hamem HaOmoneHun
MIPEJICTaBJICHO J[Ba ManueHTa ¢ kapuoturioM 45X0/46XX u ogun pedeHok ¢ kapuotunom 45X0, y
KOTOpPBIX TMpU MHAaTOMOP(OIOrMYECKOM HCCIENOBAHUU B CTPYKTYpPE CTPEKOB BBISBJICH
Hu3Ko U hepeHIIpPOBaHHBINA TOHAIATbHBINA KIETOUHBIN KJIOH, YTO, HAa HAIll B3I, YOSIUTEIbHO
JI0Ka3bIBACT HEOOXOJMMOCTh yIaleHUsl He(YHKIMOHATIHHONH CTPEKOBOW TKAHH BO BCEX CIyYasX.
BTopsiM criOpHBIM BOTIPOCOM XUPYPTUUYECKON TAKTUKH B OTHOIIICHUH TOHAATFHOM TKaHU SIBISIETCS
11€J1IeCO00pa3HOCTh MPOBEJCHUS, OMUCAHHOTO B 3apyOeKHOW JIMTepaType H30JIMPOBAHHOIO
ylajieHus] TeCTUKYISIPHOW 4YacTH M3 CTPYKTYpPhl OBOTECTHCA B cliydae ero OuutoOylspHOTO
cTpoeHus. JlaHHbIe BH3yalbHOIO OCMOTpa M MAaTOTMCTOJIOTMYECKOTO HMCCIEAOBAHUS YAAJCHHOU
OBOTECTHKYJISIDHOW TKaHU, IPUBEJACHHbBIE B HAILIEM MCCIEA0BAHNUHU, CBUJETENLCTBYIOT O IITyOOKOM
JIMCTeHEe3€ BCEX JIEMEHTOB OBOTECTHUCA, UTO OMpeesieT 000CHOBAaHHOCTD €€ MOJIHOTO yIaIeHusl.

Takke  3HauWTENbHas  BApUATUBHOCTh  B3[VISLIOB  OTMEYAeTCsl B OTHOLUEHUU
11e1€c000pa3HOCTH COXPAaHEHUS I€PUBATOB MIOJUIEPOBBIX MPOTOKOB Yy MallMEHTOB KEHCKOro MoJia
¢ DSD. B psine coobmieHuit aBTOpbl peKOMEHAYIOT YAAISATH MATOJOTHYHYIO TOHAIATbHYIO TKaHb
BMECTE C J€pUBAaTaMU MIOJIJIEPOBBIX MPOTOKOB. (OOOCHOBaHMEM JaHHON TAKTUKU CIYKUT
CTPEMJICHHE aBTOPOB HCKIIOUUTh PUCK MAaJUTHU3AIMU JAUCTONHPOBAHHOM MATOJIOTMYHON
TOHAJAIbHOM TKaHMU M HU3Kas (PyHKUIMOHAJIbHAs 3HAYUMOCTH JAHHBIX CTPYKTYp Y MAllUEHTOB C
DSD. B mnpotuBoBec 3TOMYy MHEHHIO, Apyras 4acTb aBTOPOB YKa3blBa€T HAa HEOOXOIWMOCTb
OCYUIECTBJIATh YJaJ€HUE MAaTOJIOTUYHOM TOHAJAIbHOM TKAHM C COXPAaHEHMEM MAaTKH, MATOYHBIX
TpyO u (UKCHpyIOIIero ammapara MaTKd. MBI paslienseM MHEHHE O HU3KOW (DYHKIIMOHAILHOM

3HAYUMOCTHU JIEPUBATOB MIOJUIEPOBBIX MPOTOKOB y Aeteil ¢ DSD. Onnako cuMtaeM coxpaHeHHE
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MaTK{ y TAIMEHTOB, BOCIUTHIBAEMBIX B JKEHCKOM II0JIe, IPEACTaBISET  OOJBLIYIO
IICUXOJIOTUYECKYIO LIEHHOCTb, OCOOEHHO B CIy4ae BBIABICHMS TUIIONJIA3UPOBAHHON MaTKH,
CIOCOOHOM MOJ BIMSHHEM TOPMOHAJIBHOW Tepanuu 00ecleyuTh HACTYIICHHME MEHCTPYalbHOTO
nukia. [1o TaHHBIM HamIero HaOMIOIEH!s, MAaTKy YaJl0Ch COXPAaHUTh BO BCEX CIy4asiX Y IEBOUEK C
JUCT€HE30M I'OHAAAJIBHOM TKAaHU. Y TaJICHUE ITaTOJIOTMYHOM TOHAJaIbHOM TKaHH IIPEAIIOYTUTEIIBHO
IIPOBOAUTH C MMHMMAJIBHOM TpaBMaTU3alMEH YAEp KUBAIOLIEro ammnapata Matku. OgHako Ham
IPEJCTABISAETCd HEOOXOIMMBIM IPUMEHEHNE KPUTHUECKU B3BEIIEHHOIO MOJX0/1a K MPOBEICHHIO
U30JIMPOBAaHHONW TOHAJ3KTOMHUHM, 4YTO OOYCJIOBJIEHO PHUCKOM COXPaHEHHUS IUCTOIHMPOBAHHOMN
JTUCTCHETUYHOU TOHAJadbHOW TKaHU. [IpuMeHeHHe TanmapoCKONHH O0ECIEUYMBAIO AJCKBATHYIO
BU3YaJIM3aLUIO0, YTOOBI M30€XkKaTh HAPACHOTO «IIPO(PUIAKTHUECKOT0» YAAJICHUS MaTKH Y JIEBOYEK.

B nHTpaonepailnoHHOM M paHHEM IIOCIEONEPALMOHHOM IIEPUOJIE OCIOKHEHHM, CBA3aHHBIX C
IIPUMEHEHHEM JIAIIapOCKOIINH, B Tpymie «B» He 0TMe4YeHO.

[IpoBeenne cuMyIbTaHHBIX ONIEPALMA y IETEH ¢ HApYIIIEHHEM MOJI0BOH T (HepeHITUPOBKI
CUMTAETCs IMOJIHOCTBIO OmpaBIaHHbIM. Hanbonee pacnpocTpaHEeHHOW COYETaHHOM NaTOJOTHEH,
BBIBJICHHOHN y 48 nanueHnToB ¢ DSD, sBisnace kocas naxosast IpplkKa. TakTUKa XUPYpPrUYECKOro
JICYECHHs COYETaHHOM NaTOJOrMM 3aBHCENa OT JOCTyIa, HCIONb3YEMOIrO JUIsl IPOBEACHUS
OCHOBHOTI'O JTama OIEpPallM, CBSA3aHHOIO C KOPPEKLUEH BBIABICHHBIX AHOMAJIWM OpraHoOB
PENpOyKTUBHOU cucTeMBL. [Ipn mpoBeaeHNN 1arapoCKONMYECKON ONIEPALMH Y TAIIUEHTOB C KOCON
MaXOBOW TpbDKEH OCYIECTBIIaCh KHUCETHas IUIACTHKA TJIyOOKOro MaxoBOro KOJIbLA W3
MMEIOIIErocsi TPEXTOYEUHOro JocTyna. B cimyuyae npuMeHeHHs 3KCTpaaOdJoMHMHAIbHOTO WIIH
JJAITApOTOMHOT0 JOCTYINa JUIsl KOPPEKIMM HMMEIOIIUXCS aHOMAJIWM OPraHoB pPENnpOIyKTUBHON
CUCTEMBI TPOBOJWIOCH I1AXOBOE TI'PBDKECEUYCHHE, BKIIIOYAIONIEE IIEPECEUYEHHE BarMHAJIBHOTO
OTPOCTKA OPIOIIMHBI M COOTBETCTBYIOIIYIO BO3PACTY M pa3MepaM IJIaCTUKY IPbDKEBBIX BOPOT.

PemeHre 0 CUMYJIBTAaHHOM IIPOBEACHUM IUIACTUKM HApPY)KHBIX II0JIOBBIX OPIraHOB B
COOTBETCTBMM C IIOJIOM BOCHUTaHMsS peOEHKa MPUHUMAIOCh Ha JOONEpPAlMOHHOM JTare,
WHIUBUAYAIBHO, B COIJIACUU C O(QUIUAIBHBIMU MPEICTaBUTEISIMU NanueHTa. Y 17 manueHTos,
OIpeJIeJIEHHBIX B KEHCKOM I10JI€, BBIMIOJIHEH MEPBUYHBIN dTan ¢pemunusupyromei miactuku HITO.
[Tpu runepTpoduu KINTOpa MCIOIB30BAICA METOJ PE3EKIIMHM KaBEPHO3HBIX TEJ C COXpPaHEHUEM
COCYJMCTO-HEPBHBIX ITYYKOB U T'OJIOBKM KIUTOpa. [Ipy mepcucTeHIMN ypOreHUTalIbHOIO CUHYCa
MIPOBOAMIIACH BJIArAJIMIIHAS MHTPOMUTYCIUIACTHKA. Takke, MpuU HEOOXOIMMOCTH, MPOBOJAMIIACH
TUTACTUKA MajbIX U OOJBIIMX IMOJIOBBIX T'y0. B miecTn HaOMIOACHUAX MAlMEHTaM MY>KCKOTo Iojia
BOCIIUTAHMsI TIOCIIE 3aBEPIICHUS JaapOCKOMMYECKOro 3Tara onepariy nNpoBeaeHa GpauiomiacTuka

B COYETAaHUHU C IJIACTUKOW MEHHAIBHOTO OTJENa YPETphl. Y MATH MAIMEHTOB IMPOBEACH 3a00p
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KOKHOT'O JIOCKYTA JJIs BBIPALIMBAHMS KJIETOYHOM KYJIbTYPbI, UCIIOJIB3YEMOU B INIACTUKE YPETPHI Y
NAIMEHTOB ¢ TsDKEIbIMU (popMamu runocnaauu. HusBenenue suuka ¢ ukcanueil B MOIIOHKE K
CHUMYJIbTAaHHBIM ONEpalMsIM HE OTHOCHUM, IPUUYUCIASA 3Ty ONEPALHUI0 K 3KCTPaadAOMHHAIBHOMY
sTany Xxupypruuyeckoro jeueHus DSD. B cinyuae BbIsIBIE€HMS Yy MallMEHTa TPBDKU ITYIIOYHOTO
KOJIbLIa, UMEIOLIUICS Ie(eKT aroHeBpO3a UCTIONb30BANICS I YCTAHOBKM ONTHYECKOTO TPOaKapa,
II0 3aBEPLICHUM JIAIAPOCKOIMYECKOIr0 3Tana oOllepalud INPOBOJWIOCH YHIMBAHHE ITyIIOYHOIO
KOJbLIA. Y NAIUEHTA C BBIPAKEHHBIM CIIAEYHBIM IIPOLIECCOM, Pa3BUBILIHMMCS I10CIE HEOJIHOKPATHO
IIEPEHECEHHBIX JIAIADOTOMHBIX OIEpalvil, pa3JelIeHUe MHOXKECTBEHHBIX CIIA€K II03BOJIMIIO
OCYHIECTBUTh XUPYPIMUYECKYI0 KOPPEKLUIO IPEACTABICHHBIX AHOMAIMM pa3BUTUSA B IIOJIHOM
o0beMe U3 MMEIOLIErocs TPEXTOUEUHOro J0CTyNa. YIIMBaHUE JedeKToB Oenoi JIMHUU KHUBOTA,
paznenenne cuaaaktuauy I — IV nanenes kuctu v ynaneHue NUrMEHTHOTO HEBYCA IPOBOAMIIOCH
IIOCJIE OCHOBHOI'O JTala XUPYPrMYECKOM KOPPEKUMHU BBIABICHHBIX IIOPOKOB Pa3BUTHUSA
PENPOAYKTUBHON CUCTEMBI.

[IpoOmKUTENBHOCTD M TEXHUKA BBIIOJIHEHNS CUMYJIbTAHHBIX ONEpalyid HE OTIIMYAIUCH OT
TAKOBBIX y HAlMEHTOB, HE MMEOIMUX HapyumleHud monoBod  auddepeHIupoBKy.
HHTpaonepannoHHbIX OCIOXKHEHUN IIPU XUPYPTrUYECKOM JICUEHUN COYETAHHON U COIIyTCTBYIOLICH
[IaTOJIOTUM HE OTMEYEHO HU B OJTHOM cCily4ae. TsKeCThb COCTOSIHUS NMAlMEeHTA U TEUEHHE PaHHErO
MIOCTONEPALMOHHOTO NEPH01a ObLIH 00YCIIOBIEHBI COBOKYITHBIM 00bEMOM MPOBEIEHNS OCHOBHOTO
JTana W CUMYJIBTAHHOW OIEpallMM, CBSA3AHHBIX C KOPPEKLUEH IOPOKOB pa3BUTUA OpPraHOB
PENpPOLYKTUBHOU CHUCTEMBI.

B mpencraBneHHOM HaOJIOJIEHUU ONMKCAHO TPU Cllydyas MHTPAONEPALlMOHHOTO BBISBICHUS
npu3zHakoB DSD, o0HapyXeHHBIX Kak cCiydaiiHas HaxoJKa INpU JICUEHUU JeTe o MecTy
XuTebcTBa. [Ipu 3TOM ABOE N1eTel ObUIM ONEPUPOBAHBI B SKCTPEHHOM HOPSIJIKE.

Pebenky c¢ cunapomom IlepemeBckoro-TepHepa, kapuotun 45X0, ¢ KeHCKOH
camouJeHTHpuKauel, Bbicokol crtenenu ¢(emunnzauun HIIO, B Bo3pacte msitu jer Oblia
MIPOBEJIEHA JIAMapOCKOMUYecKasi anneHJAdKTOMUSI MO TOBOJY JECTPYKTUBHON (DOPMBI OCTPOro
annenauuuTa. [Ipu 3ToM ObUIM TIIATENBHO ONMCAHBI BBISBICHHBIE MOPOKHU PA3BUTHS OPTraHOB
PENPONYKTUBHOM CUCTEMBI, 3aKJIFOYABIIMECS B HAIMYUU PYAUMEHTAPHOU MAaTKHU U JBYCTOPOHHEM
PAaCIIOJIOKEHUN CTPEKOB. B CBSA3M ¢ BBISIBICHHBIMM W3MEHEHUSMH OpPraHOB PENpPOIYyKTUBHON
CUCTEMBI MPEACTaBUTENSAM MalleHTa ObUIO PEKOMEHI0BAHO OOPATUTHCS B CIIELIMATIU3UPOBAHHBIM
CTalMOHap.

B ognom ciiydae manuenty ¢ OT-DSD, kaprotun 46 XY, BOCOHUTBIBAEMOMY B MY>KCKOM TOJIE,

C aM6I/ICGKCyaHBHBIM CTPOCHUEM l"eHI/ITaJ'II/II\/’I, B BO3paCTe OJHOIo MeEciAla XU3HU I10 MCECTY
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JKUTEJIbCTBA BBIIIOJHEHO 3KCTPEHHOE IPHIKECEYCHUE B CBA3H C YILIEMIICHHON I1axoBOM rpsikei. 1o
JaHHBIM TPEIOCTABICHHON POIUTENSMU BBIITUCKU, BO BpeMsl ONEpaldyd B OPIOLIHYIO MOJOCTb
BIIPaBJICHbl JKM3HECIIOCOOHAs MaTo4yHas Tpybda W TOHAAa, CXOXasg SUYHUKOM. buoncuu
rOHa/IaTbHOM TKaHU HE MPOBOAMIIOCH. B mocneonepanonHoM nepuo/ie peOeHOK ObLT HAaPaBJIeH B
CIELMATIU3UPOBAHHBIN CTAlIMOHAD.

B nanoBoM mopsizike omepupoBaH OJWH peOCHOK ¢ areHe3uei ronajn, kapuotur 46XY, ¢
MPAaBUJIbHBIM CTPOCHUEM T€HHUTAIMUA IO EHCKOMY THIy, B BO3pacT€ YETBIPEX JET MO MECTY
JKUTEIbCTBA IIPOBOJMIIOCH JIBYCTOPOHHEE TIPBDKECEYEHHE IIaXOBBIM JOCTYIIOM. JIaHHBIX O
COJIEP’KUMOM T'PBIKEBOr0 MEIKA U XOJI€ Olepalluyi POIUTENIMU He npeacTaBieHo. OnHako npu
MIPOBEICHUH TUAarHOCTUYECKOM JIamapoCcKONuu y pebeHKa ¢ pyIuMEHTapHO MaTKOW TOHAJaIbHOM
TKaHHU He 00HAPYKEHO, MPENOI0KUTEIBHO OHA ObLIa y/1aJeHa BO BpeMsl TUIAHOBOM ONepaluu.

B coBpeMeHHON sMTEpaType Mbl HE HAlUIM IOJIOKEHUN, OTPAXKAIOIUX XUPYPrHYECKYIO
TaKTUKY NPH IEPBUYHOM HHTPAONEPALMOHHOM BBISBICHUM INPHU3HAKOB HApYLIEHHUs IIOJIOBOM
Qg QepeHIIMPOBKH Y paHee He 00cIeJOBaHHBIX NaeHToB. [Ipr HHTpaonepaiOHHOM BEISIBICHUH
cBOMCTBeHHbIX DSD nmnpu3HakoB Mbl TpeaaraéM pyKOBOJCTBOBATHCS — IMOJOKEHUSIMHU
Mexnaynapoanoro koHcencyca 2006r o mpaBe MmanMeHTa WM €ro MpeACTaBUTENEeH B NPUHATUU
B3BEIICHHOTO pEUICHUS O BHIOOPE TAKTHKH JIEYCHUS W HEOOXOAWMOCTH MPHUBICUYCHUS
MYJIbTUAMCIUIUIMHAPHON KOMaH/bl ONBITHBIX CHELUAIMCTOB I ONPEIEICHUS AO0JIrOCPOYHOMN
TaKTHUKH JIeUeHUs MannueHTa. [Ipy BbIIBICHNY TOHAIAIbHOM TKAHU, UMEIOLIEN TPU3HAKU IUCTEHE3a
WINM TPOTUBOpEYAIlel ONpeeeHHOMY IOJIy BOCIMTAHUS, CUUTaeM HEOOXOJUMBIM U30eraTh eé
yaaJeHus y NpeABapUTEIbHO HE OOCIEJOBAHHBIX MAallMEHTOB. Bompoc mposeneHus Ouorncuu
TOHAJIAJBHOM TKAaHW BHE CIELUAIM3UPOBAHHOIO CTAllMOHApa IPENCTABIISIETCS OTKPBITBIM IS
00CYXJIEHUS U OCTAETCsl Ha paCCMOTPEHHE ONIEPUPYIOLIEro Xupypra. M3yueHue rucToaoruyeckoro
MaTepHasa o3BOJIMUT ¢ HauOOJIbIIEH TOCTOBEPHOCTHIO BEpUDUIIUPOBATH TUarHo3, UCKJIIOUYUTh PUCK
TEUYEHMsI HEOIIJIaCTUYECKUX IPOIIECCOB U MOCITYKUT OCHOBAaHUEM JIJIsl BBIOOpA AabHEIIeH TAKTUKI
nedeHusi. C Apyrod CTOPOHBI, OMOICHS NUCTEHETUYHOW TOHAMATBHON TKAaHW TIOBBIMIAET PUCK
YCKOPEHHUSI BO3MOKHOT'O Pa3BUTHS HEOIUIACTHUECKUX MPOLIECCOB, a HAPYIIIEHHE METOIUKH 3a00pa
TUCTOJIOTMYECKOr0 MaTeprasa MOKET IIPEIOCTaBUTh NCKaKEHHBIE JJaHHBIE O CTPYKType TOHabl. B
CIIy4ae ONEPATHUBHOTO BMEIIATEIbCTBA, MPEANPUHATOTO MO MOBOAY SKCTPEHHONW XHUPYPrHYECKOU
MaTOJIOTHUH, COINPOBOXKJIAMOIIECHCS MHUKPOLMPKYIATOPHBIMA ~ HAapyIIEHHWSMH WIA THOMHO-
BOCMIAJMTEIBHBIM TPOLIECCOM B OpIOUIHOM TOJOCTH, ONEpaTWBHAs TAaKTHKa JOJDKHA OBITH
HaIlpaBJIeHA UCKIIIOYUTEIBHO Ha JUKBUAALMIO OCTPOrO IMATOJIOrH4eckoro mpouecca. IIpu stom

IMPOBCACHUC ouorncun IMPOTHUBOIIOKA3aHHO, OJHAKO IMPEACTABIIACTCSA HGO6XO}]I/IMLIM IMPOBECTHU
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110/IpOOHOE ONKCAHUE BHISBJICHHBIX U3MEHEHUI CTPOEHUSI BHYTPEHHUX OPIaHOB PENPOAYKTUBHOMN
CUCTEMBI.

Bo Bcex ciyyasix Ha OCHOBAHMHM BBISIBJIEHUS IPU3HAKOB J1BOKMCTBEeHHOro crpoeHust HITO nnun
COUYETAHHOI'O IPOSABJICHUS TAaKUX NATOJOTUH, Kak MaxoBas IpblXka, KPUITOPXU3M, TMIIOCHIAIMS,
KIIUTOPOMETANINS UK BBISBICHUH YPOT€HUTAJIHHOIO CHHYCA - CUNTAEM HEOOXOJUMBIM HPOSIBIATH
HaCTOPOXXEHHOCTh B OTHOLLIEHUHM BO3MO>XHOCTH BbIsABIeHHs DSD. Ha npenonepanronHoM srarme
Heo0xouMo 00cyauTh BepoaTHOCTh DSD ¢ poauTtensimMu nauueHTa, IpoBeCTH KapuOTUITUPOBAHUE
U U3y4yEeHUE TOPMOHAJIBHOIO CTaTyca. XHUPYpruuyecKoe JIEYEHHE PEKOMEHIYEeTCS HAuyMHATh C
IIPOBEJICHUS AUATHOCTUYECKON JIalapOCKOIHH.

B onHoMm cnywae y manueHTa ¢ oBOTeCTHKYIsipHOU dopmoit DSD, kapuotun 46XY, Obin
BBITIOJTHEH TEPEXO0Jl Ha JIAamapOTOMUIO BCJIEICTBHUE HMMEBIICHCS IpyOOH cOoYeTaHHOW aHOMaIUH
pa3BUTUS BHYTPEHHUX OpPraHOB MOYEBOM M pENpoOayKTHBHOW cucreM. llpu mnposenenun
JMarHOCTUYECKOH JIaapOCKOIMH BbISIBJIEHA areHe3usl JIEBOM T'OHA/1bl, MATOUHBIHM TS HAXOAUJICS B
MOJIOKCHUN JEKCTPANO3UINK, C OTXOAALICH NpaBOil MaTOYHOH TpyOOH, BJIOJIE KOTOPOW
pacrnoyiokeHa JUCTeHEeTUYHasi FOHa/lajlbHas TKaHb, UMEIOLIAsl MPU3HAKKA CMEIIaHHOIO CTPOEHUS.
HucranpHpie 2/3 MaroyHOW TpyObl M JAMCTEHETHYHAss TOHaZa ObUIM TUJIOTHO CHAasiHBI C
aJIBEHTULIMAJIbHOW 000JI0UKON MOYEBOTO Iy3bIPs 110 33AHEN IOBEPXHOCTH Teja U B 0bsacT JHa. B
JAHHBIX YCIIOBUSX C IEJIBIO JOCTOBEPHOM BU3yanu3anuu u auddepeHanuu TKane TpedoBaioch
MOBBIIIEHHOE OINTHYECKOE pa3pelleHue, 4YTO MOTPeOOBaI0 MPUMEHEHHUs] MUKPOXHPYPrUUYEeCKOH
TexHUKH. Jlanapockonuueckas nmpenapoBKka TKaHEW MPUBOAMIA K HEONPABAAHHOMY 3aTSITUBAHUIO
BPEMEHHM ONEpallid U PUCKY TEPMHUYECKOrO MOPAXEHHUs] CTEHKH MOYEBOIO IY3bIPs BO BpeEMs
koaryysiui. COBOKYITHOCTb HMEIOUIUXCSA JIaHHBIX TIOCIY)XMJIa OCHOBAHMEM K KOHBEPCHH.
Beimonnena mnamaporomus goctynoM mno IldaHeHmTmimo, BO BpeMs KOTOPOH  ylaleHbI
NaTOJIOTMYHbIE TOHAJabHAs TKaHb M JEPUBAThl MIOJUIEPOBBIX MPOTOKOB. J[aHHOE HalmroneHue
CBUJETEIBCTBYET O HEOOXOJUMOCTH PALMOHAIBLHOIO MOAX0Ja K NMPUMEHEHMIO JIAapOCKONHUU Y
JeTeil ¢ aHOMAalIMSIMM Pa3BUTHS MOYEINOJIOBOW CUCTEMbI, HAJUYUS y ONEPAallMOHHOW OpHUTrajbl
HAaBBIKOB INPOBEACHMSI JTaHHOTO THIIA OIEpalUH JIATAPOTOMHBIM JIOCTYIIOM M COOTBETCTBYIOLIETO

OCHAIlICHU CTallMOHapa.
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4.2. AHAJIN3 NPAKTHKYEMBbIX METOAUK JIANIAPOCKONUYECKOH TUATHOCTHKH U KOPPeKIUH
AaHOMAJIMi OPraHoOB PeENPOAYKTHBHOW CHCTEMbI Yy JeTed ¢ HapyUIeHUSAMHU I0JIOBOI
auddepeHuupoBKH.

Meroandeckue acleKkTbl KOPPEKIMM aHOMAJIMKM OpraHOB PENPONYKTUBHOM CHCTEMBI Yy
nareHToB ¢ DSD 3aBUCAT OT MHIMBHIYaJbHON aHATOMHYECKOW (OopMbl mopoka pazButusi. Ha
OCHOBE aHalIW3a IPOBEACHHBIX HAaMHU ONEPALUNA IPEICTABISICTCA BO3MOXKHBIM  OIIMCATh
UCIOJb3yEeMble aJITOPUTMbl OKa3aHUS XHUPYPrU4ecKOro ImocoOusi MNalMeHTaM C aHoMayluel
BHYTPEHHUX OPraHOB pENpOAYKTUBHOM cucTteMsl pu DSD.

[Ipu npoBeaeHUH JanapOCKOMMYECKON OMNEpaluy Ha OpraHax Majoro Tasza y HallMeHTOB C
DSD nHamu wuconp30BajlaCh CTaHIAPTHOE JIAllapOCKONHUYECKOe OO0OpYJOBaHUE, IO3BOJISAIOIIEE
o0ecneynTh JOCTOBEPHYIO BU3YATIU3ALMIO ONEPALMOHHOTO MOJIS M HAJIeKHBIH MECTHBINA reéMOoCTas3.
Ha HayanpHOM 3Tane nanueHT paciosarajics Ha CTOJIe TOPU30HTAIBLHO B ITOJIOKEHUH Ha CIIMHE, YTO
obecrieunBao ya00CTBO BXOXKICHHUS B OPIOUIHYIO MMOJIOCTh. [IepBUYHOE BXOXKAEHUE B OPIOIIHYIO
[IOJIOCTh OCYIIECTBISUIOCH [0 BEPXHEMY Kparo IIYHOYHOIO KOJIbLIA METOAOM «OTKPBITON»
JIanapoCKONMH, KOTOPBIA 3apeKOMEH10Ball ce0sl Kak HaJE&KHbIA M Oe30IacHblil criocod BBEAECHUS
nepBoro Jjamaponopra. Ha naHHOM sTame mpoBOJMIICS NMEPBUYHBIA 0030p OpraHoB OpIOLIHOM
MIOJIOCTH, PE3YJbTaTOM KOTOPOTO SIBJISIETCS BBHIOOP TOYEK YCTAHOBKM BTOPUYHBIX TPOAKApOB.
MaHunyasSIMOHHbIE Tpoakapbl YCTaHABJIWBAJIUCH CUMMETPUYHO B MOJB3IOLIHBIX 00JacTIX B
YCJIOBUHU TPAHCIIOMUHHUCIICHLIMHU TIepeIHel OPIOIITHOM CTEHKH, YTO MO3BOJINIO N30€KaTh PaHEHHS
SMUracTpalibHBIX COCYJOB. Y JeTei Miajauiero Bo3pacTa € LeNblo obecriedeHus ynoOcTBa
MaHUIYJUPOBAaHUS B YCIOBUSAX OrPAHUYEHHOI'O IPOCTPAHCTBA TOYKM BBEACHHUS paboumx
TPOAaKapoOB JIOKAJTM30BAJINCh BBIIIE THUIMYHBIX MECT, BIUIOTH JIO YPOBHSI IpaBOM WU JIEBOM
Me30racTpajibHbIX — oOnacteil. BenuumHa  BHYTpPUOPIOIIHOIO  JIABJIEHUS IpPU  CO3JAHUHU
MHeBMoIlepuToHeyMa coctaBisiia 10-12 MM pTyTHOrO cTO0a, YTO HE OKA3bIBAJO KIMHHYECKH
3HAYUMOTO BIMSHMS Ha (YHKIMIO BHYTPEHHHMX OpraHoB TNalueHTta. B mnpeacraBieHHOM
HaOJIIOJICHUU HUCIOJIb30BaHUE TPEXTOUEYHOIO JOCTylma BO BCEX CIydasx o0OecredyrBayio
JOCTaTO4YHOE YA0O0CTBO MAHUITYJIMPOBAHUS Il BBHIIOJIHEHUSI OMEPaTHMBHOTO MOCOOUS B MOJIHOM
oobeme. C 1eNbI0 OTBEICHUS KMILIEUHBIX METeNb U CATbHUKA U3 MPOCTPAHCTBA MAJIOTO Ta3a CTOJI
nepeBoAwiIcs B TojoxkeHue TpeHmeneHOypra. B nmampHeimem, st obecrieueHust ymoOCTBa
MaHUIYJUPOBaHUS C OJHOM U3 CTOPOH, MosiokeHue TpeHpaereHOypra Morio ObITh JOMOJHEHO
HAaKJIOHOM CTOJIa B ITPOTUBOIOJIOXKHYIO CTOpoHY. Ha nanHOM sTane npoBoauiaach peBU3Us OPraHOB
MaJIOTO Ta3a, OTMEYAJIUCh OCOOEHHOCTH aHATOMMYECKOI'O CTPOEHMS OPraHOB PENpoOyKTHBHOM

CHUCTEMBI, CBOMCTBEHHBIX DSD, oCylecTBIsiICSs MOUCK MPU3HAKOB TEUEHHS 3JI0KAYECTBEHHOTO
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npouecca. l'emocras ocymiecTBIsUICS C ITOMOINBIO OWUIOSIPHON  KOAryssiiuu, JUCEKIUsS
KOaryJupOBaHHbBIX TKaHEW BBIIOJIHAIACH HOXKHULAMHU. VIcrioyib30BaHNe OUITONIAPHOIN KOoaryasuu
annaparoM LigaSure no3BoJjsieT AOCTUraTh yBEpEHHOM KOAryJsluu TKaHEeH U COCY/I0B IMaMETPOM
no 5-7 MM, He TpeOyeT CMEHBl WHCTPYMEHTOB JUISI TMPUMEHEHHUS HOXHHII M CHUXKAET PHCK
TEPMHUYECKOTO MOPAKECHUSI OKPYKAIOIINUX TKaHEH OOKOBBIM TEILIOM.

IIpu npoBeneHUM AMATHOCTMYECKOTO 3Talla JalmapOCKOIMHM OCYILECTBISAETCS MEePBUYHBIN
OCMOTp BHYTPEHHUX OPIraHOB PEHNPOAYKTUBHOW CHUCTEMbI Ha HpPEIMET YCTAHOBJIEHUS THUIIA
JUCTEHE3a U BBIABIICHUS AMCTONMM FOHAJAIbHON TKaHH, ONPEEIICHUS BUAa aHOMAIIUU Pa3BUTH
JIEpUBATOB MIOJUIEPOBBIX IPOTOKOB, HAPYIIEHHUS] aHATOMUYECKOI'O CTPOEHHUSI OPraHOB MaJloro Tas3a
u ocoOeHHOCTe KpoBocHaOxeHus. OCMOTp IUCI€HETHUYHBIX TOHAJ, JEpUBATOB MIOIIEPOBBIX
IIPOTOKOB U (PUKCHUPYIOLIMX UX CTPYKTYp OCYIIECTBIISIETCS B MOKOE M MHpu HaTsbkeHuH. Ocoboe
BHUMaHUE YJEJSUIOCh BBISIBICHUIO NPU3HAKOB TEUYEHMsI HEOIUIACTUYECKUX IPOLIECCOB, C 3TOM
LeJbI0 OCMaTpHBaJlach NapueTaibHas OprolirHa, 00JacTh MapaaopTaIbHBIX U ME3EHTEPUAIbHBIX
TUM(paTHIECKUX Y3JI0B.

3HaYMMbIM MOMEHTOM SIBJIIETCSI OCMOTP CTPYKTYP, BXOSIIUX B IIyOOKO€ NaXx0OBOE KOJIbIIO.
IIpy mMpOKOM 3USHUM TIYOOKOTO MAaxOBOIO KOJbIA, 110 MEPE BO3MOXKHOCTH, OCMAaTpPUBAIOTCS
BHYTPEHHHUE CTEHKH [1aXOBOI'0 KaHaJa.

VY nanueHToB, OPUEHTUPOBAHHBIX B MYXKCKOM I10JI€, B CIy4ae ONpeieeHUs SNYKa B MOIIIOHKE
WIM HHU3KOW (QOpMBI NaxOBOW pETEHLUH, TPaKUUs JJIEMEHTOB CEMEHHOTO KaHaTHKa
IIPOTUBOIIOKA3aHa, BCIEICTBUE PHCKa IOBPEXICHMWS MJAHHBIX CTPYKTyp. B ciydae eciom
JIOKaJIM3alusl TECTUKYIISIPHON TKaHU IOCTOBEPHO HE OTIpeiesieHa, OJHAKO IPUCYTCTBYIOT IPU3HAKI
e€ (pyHKIMOHMPOBAHUS, a TAKXKE ONPEIEINAIOTCS AJIEMEHThl CEMEHHOIO KaHaTHKa, B YaCTHOCTH,
CeMSBBIHOCSIIMNA MPOTOK M TECTUKYJSPHBIE COCY[bl, YXOJSIIME B IIyOOKOE MaxoBOE€ KOJbIIO,
BO3MO>KHO OCYILIECTBJICHHE INAJAIIEH TPAKIIUHU C LIEJIBIO ONPEAEIEHNUS BBICOKOW TaX0BOM PETEHIIUU
SU4Ka. Y JeTel ¢ M0I03peHUEM Ha NTaXOBYIO (OPMY pETEHIIUH SIMYKA Mbl PEKOMEHAYEM NPOBOIUTh
PEBU3HIO MaXOBOI0 KaHala AKCTpaadAoMUHAIbHBIM AocTynoM. [Ipn abgoMuHaIbHONW peTeHUUu
TECTUKYJIa MPOBOJUTCS OLIEHKA CTENEHHW €ro JIUCTE€HE3a U CTENEHU Pa3BUTHUSI TECTUKYJSPHBIX
COCyZI0B. Y NAIlMEHTOB, OPUEHTHUPOBAHHBIX B )KEHCKOM IIOJI€, B CIIy4ae JIOKAJIU3alUN TECTUKYI B
MaXOBOM KaHalle W HEMOJHON oOnuTepanuu Triydokoro maxooro kosbua (Pucynox 11)
MpeANpUHUMANIach MOMbITKA HMX JIANapOCKONMMYECKOTO YAaJeHHs MyTeM H3BJEUEHHUs TOHAJl B
Opromnyto nosiocts (PucyHok 12). B ciydae ecnu y manumeHTa ¢ roHafalbHBIM JIUCT€HE30M B

MaxoBbIM KaHal BXOJST CTPYKTYpPbI, OTJIIMYHBIC OT CEMCHHOI'O KaHATHUKaA, OCYIICCTBIIAIACH
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BBIpAXKCHHAA TpakKOudg, 4YTO IO3BOJIAJIO MCKIKOYUTH IMAaXOBYHO AOUCTOIIUIO IIaTOJIOTUYHOM

FOHaHaHBHOﬁ TKaHH.

Pucynok 11. PacnionoskeHne JUCTEHETUYHOTO TECTUKYIA B 00JIACTH TITyOOKOTO IMax0oBOTr0O
KoJiblla y maruenta ¢ MGD
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Pucynok 12. TpakuuoHHas TPaHCHO3UIHUS JUCTEHETUYHOTO TECTUKYJA B OPIOIIHYIO MOJOCTb
JUISL IPOBEZIEHUS JIAIIAPOCKOIINYECKOW TOHADKTOMHUHU.

IIpu HeoO6xoauMocTH MOP(OIOTHYECKOr0 H3YyYEHHs] TOHAJAIbHOM TKaHW MPOBOJUIACH
Oouonicus. Ha HayanbHBIX 3Tamax HMCCIENOBaHMS HAMU MPHUMEHSUIACh METOIMKA KIMHOBHJIHOM
PE3EKIINN HOKHHUIIAMHU ydacTKa MCCIIeyeMOW TOHaJaIbHOM TKaHU C TIOCIEAYIOIIeH OUIOIsIpHON
KOaryJisiied paHeBOW MOBEpXHOCTH. IIpu JaHHONM METOOMKE OTMEYaloCh YMEPEHHOE
KpOBOTEUEHHE U3 JIOXKa OMorcHH, TpeOyrolee THIATEIbHOTO KOAryJlslMOHHOTO IeMOCTa3a, 4To
MIPUBOJWIIO K TOTIOJHUTEIBLHON TPaBMAaTU3ALMK COXPAHIEMON rOHaAAIBHON TKaHH. ONTUMAIBHON
METOJIMKON 3a00pa TMCTOJIOTMYECKOT0 MaTepuasa Jisl HCCIIEeIOBaHMs MPEICTaBIsAETCs] OMOIICUS C

HCIIOJIb30BAHHEM OMOIICHIHHBIX UITNOB, MPOBOAUMAA € ABYX IOJIFOCOB I'OHAbI, YTO 0COOCHHO
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BaYKHO IPU MPU3HAKAX €€ CMEIIaHHOr0 cTpoeHus. [IpumeHeHre OMONCUITHHBIX IIMIIIIOB I103BOJISIIO0
MUHUMU3HPOBATh TPAaBMaTUYHOCTb MAHMITYJIALIMM 34 CUET YMEHBUICHMS PAHEBOM IOBEPXHOCTH
TOHA/bl, CHMXKAJI0 PUCK KPOBOTEYEHHUs, OOECHeuuBalo yIOOCTBO M OBICTPOTY HPOBEIEHUS
ouoncuu.

Ha srtamne npoBeneHusl Xupyprudeckoro jedeHus nanueHToB ¢ DSD kitodeBoe 3HaueHHE
npuoOpeTany NpPeuMyIlecTBa, MPEJIOCTABISEMbIE JAapOCKONUYECKOH TEXHUKOM, Takue Kak
3HAYUTENIBHOE ONTHYECKOE YBEJIMYEHHE U BO3MOXKHOCTH JOCTOBEPHOM BH3yalM3alud OPraHOB
PENpPOIYKTUBHOM CUCTEMBI B COUYETAHUN C MUHUMAJILHBIM TPAaBMUPYIOIIUM 3P PeKTOM.

[Ipn opueHTanuu NanMeHTa B XEHCKOM II0J€ M BO3MOXXHOCTH COXPAaHEHHUsS JEpPUBAaTOB
MIOJJIEPOBBIX TPOTOKOB IPEJCTABIsAETCS HEOOXOAUMBIM IPUMEHATh Au(depeHIupoBaHO-
magduil  MOAXOA K yAEpXKHUBaroleMmy anmnapaTy MaTku. C  3TOM LENbl  OLCHUBACTCSA
B3alMOPACIOJI0XKEHUE TOHAJAIbHONM TKAHU WM CTPEKa ¢ MATOYHOW TpyOOH HpH HATAKEHHUU
TKaHEH U B NTOKOe. ['OHaIPKTOMHUSI IPOBOJUTCS B CIIy4ae, €CIIM MaTOJIOTMYHAsl TOHA1abHasl TKaHb
i GuOPO3HOM CTPEK OTHAICHBI OT MATOYHON TPYOBI HAa PAaCCTOSIHHE, ITO3BOJISIOIIEE IIPOBECTH €TI0
MIOJTHOE YAaJICHHE Ha BCEM NPOTSKEHUH Oe3 pucKa MOBpexk1eH!s: MaTouHOi TpyOs! (PucyHok 13).

Pucynok 13. Ctpek, pacrosoKeHHbIH Ha JOCTaTOYHOM PacCTOSIHUU OT MAaTOYHOU TPyObI AJIst

IMPOBCACHUA H3OHHpOBaHHOﬁ TOHAAOKTOMUH.
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IIpy npoBeneHUM  HM30JMPOBAHHOM TOHAJIKTOMUH  OCYILIECTBISUIACH  TEPMHUYECKas
KOaryJisiusi CO CTOPOHBI OpBDIKEEYHOro Kpas MaToJOTrMYHOW roHansl. B cioydae Onmskoro
B3aMMHOT0 PACHOJIOKEHUS CTPEKOBOM TKaHU U MaTOYHOU TPYyOBb! MM HAJIMYMSI IPU3HAKOB Ipy0oro
TECTUKYJISIPHOTO  JUCI€He3a  TIOHANAJbHOM  TKaHW, IIOBBIIIAIOINIEH  PUCK  JHUCTOIIUU
HU3KoAu(pepeHInPOBaHHBIX KIETOK, BEICTABIISIIMCH TIOKAa3aHUs K alHeKCOKTOMUU. [pu ynanenuun
MaTO4YHON TpyObl W MATOJOIMYHOMW TOHAAbl €IUHBIM OJIOKOM IPOBOJAUTCS IOCTENEHHAs
TepMUYECKas KOaryJisius IUPOKOH CBA3KU MATKU OT (PUMOPUAIIBHOrO Kpas 10 HalpaBJICHUIO K
UCTMHYECKOMY OTJEIY MaTO4YHOM TPYyObl C TapaHTUPOBAHHBIM 3aXBAaTOM B 30HY PE3CKIHH
[1aTOJIOTUYHOM roHaaabHOU TKaHU. [Ipy 3TOM HE00X0MMO OCYIIECTBIATH BU3YaJIbHBIM KOHTPOJIb
IIOJIOKEHU ~ MOYETOYHHMKA. lCnonp30BaHME TEPMHUYECKONM KOAryJsILIMM — IPEACTaBIAETCS
JOCTaTOYHBIM JiIs1 GE€30IIaCHOTO yJaleHUs MAaTOYHOW TpyObl Ha BceM NMpoTskeHHu. OCHOBaHUE
MaTOYHOU TPYObI MOKET ObITh F€pPMETU3UPOBAHO IYTEM 3alauBaHUS C IOMOIIBIO OMMIOJSPHON
Koaryssiun. JlucriacTnynoe pacimpenne IpOKCUMaIbHON YacTH (haonueBor TpyObl M HATTMYNE
BBIPQ)KEHHOTO PAa3BUTHS MBIIIEYHOTO CJOS y MAIMEHTOB >KEHCKOTO IoJia CO C(HOPMUPOBAHHON
MaTOYHOM CTPYKTYpPOH CIIyXKWJIO MOKa3aHUEM Ul UCIOJb30BaHus netiau Pénepa, 4o mo3Bossio
JNOOUTbCS TapaHTUPOBAHHOM TIE€PMETUYHOCTH B MECTE pE3eKUUH M H30eXaTh BO3MOXKHOTO
MOPaXXEHUS MBILIIEYHOT'O CJI0SI MATKH OOKOBBIM TEIUIOM MpU OUIOISPHOM KOaryJssiuu.

[Ipu opueHTan My ManKeHTOB B MY»KCKOM I10JI€ IPOBOAWIIOCH YAAJIICHUE ATOJOTMYHBIX TOHA
U JIEpUBAaTOB MIOJIJIEPOBBIX NMPOTOKOB. JlUCHIaCTHYHBIE MaTOYHbIE TPYOBl YAAISUIUCH €AMHBIM
OJIOKOM ¢ mpuieXamieil NaToJIOTMYHOM TOHAJaJIbHOM TKAaHBIO C MOCIEAYIOIIUM BBIJCIEHUEM
BAJIMKa MaTOYHOTO PYAUMEHTA JJO YPOBHS Ta30BOTO JHA.

Ha coxpansrongyrocs KylIbTIO MaTKH Ha yPOBHE Ta30BOT'0 JHA HAKJIaAbIBAIOT neTiro Pénepa

(Pucynox 14) niu npoBOJAT YIIMBAHUE OT/AEIbHBIMU y3JIOBBIMH ILIBAMH.
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Pucynok 14. Hanoxenue netnu Pénepa Ha KyspTio MaTku y nanuenta ¢ MGD.

[Ipn ynaneHuM AMCTEHETHMYHOM TOHAJAJbHOM TKaHM 0co00e BHHUMaHUE YAEISIOCh
TUIATEJIbHOM KOAryJsiiuu CTPYKTYp, YXOJAAIIUX B TJIyOOKO€ IMaxoBO€ KOJBIO BCIEACTBHE HX
MOBBIIIEHHON BacKyJspH3aluu. B ciydae BBIABIEHUSA NUCTEHETUYHON TECTUKYJISPHON TKAaHU CO
Cc(OPMHUPOBAHHBIMU CTPYKTYpaMH CEMEHHOI'O KaHAaTHKa, PE3eKIHs MNpOBOJWIACH B 000MX
HaIIPaBJICHUSAX HAa MAaKCUMaJIbHOM OTAEJIEHUU OT MAaTOJIOTMYHOW ToHajel. B cioyuae Hanmmums
oOmmpHoro aedekra opromunbl (Pucynok 15), mocne yaaneHuss MaTOUHbBIX CTPYKTYpP MOKAa3aHO
MIPOBEJICHUE TEPUTOHU3ALNN PAHEBOM MOBEpXHOCTH. C 3TON LENpI0 MPOBOAUTCA YHIMBAaHUE
CBOOOJHBIX KpaeB OpIOIIMHBI OJHOPSAIHBIM OOBMBHBIM IIIBOM MJIM HAKJIAJBIBAIOTCS OTAEIbHBIE

y3noBble mBH (PucyHok 16).
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Pucynox 15. O6mupHbINA nedexT OpIOMMHBI MOCHe yIajIeHUs IePUBATOB MIOJIEPOBOTO
MIPOTOKOB.

PI/ICYHOK 16. HepI/ITOHI/IL’»aHI/IS{ paHeBoﬁ MMOBEPXHOCTU MTOCIIC YIAIICHUA ACPUBATOB MIOJIJICPOBBIX
IMPOTOKOB OOBHMBHBIM IIIBOM.
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Taxxke y NalMEHTOB, OPUEHTUPOBAHHBIX B MYXCKOM II0JI€, BBIIOJHSJIMCH OIEpaluH,
HalpaBJICHHbIE Ha HU3BEIEHUE CPOPMHUPOBAHHBIX TECTUKYN B MOMIOHKY. C II€NbI0 HU3BEICHHUS
AM4YKa B MOLIOHKY HAaMM HCIIOJB30BANIMCH cTaHzapTHble Meronuku Illemakepa minum dosrnepa-
Credencona.

B aByx ciydasx mocie BBIIOJHEHHUS JICUEOHOTO JTama JarnapoCKONUU IPOBOAMUIIOCH
IpeHupoBaHue OpromHoi mnosoctd. [lokazaHMeM K YCTaHOBKE CTPaXOBOYHOIO JApeHaXka B
IIPOCTPAHCTBO MAJIOTO Ta3a SIBJIUIACH CKJIOHHOCTb K DKCCYJATUBHBIM PEaKLUsAM M IOBBILICHHAS
KOHTaKTHasi KpOBOTOYUBOCTh. [Ipu 3TOM ipeHax ycTaHaBIMBaiICs Yepe3 TOUKY BBeIeHUs pabouero
Tpoakapa co CTOPOHBI HAMOOJIee TPABMATHYHOTO 3Tara ornepanui. B o0oux cirydasx ApeHax ObuT
yJlaJ€H 4epe3 OJHHU CYTKHU IIOCIIE ONEpaLyH.

W3Bneuenune makpomnpenapara quaMmerpom oosee 1,0 canTumerpa B JuaMeTpe MpOUCXOAUI0
C INPUMEHEHHMEM IUJJACTUKOBOIO WJIM CHJIMKOHOBOIO JSHJOMEIIKAa. MBI HE HCIHOJIB3YEM METOJ
MOPLEUIATOPU3ALMH YIAIEHHBIX CTPYKTYP C L€JIbI0 UCKIIIOYEHHS pUcKa 00CEMEHEHMsI OPIOLIHOM
IIOJIOCTH JTUCT€HETUYHBIMU U MOTEHUHUAIbHO 3JI0KaU€CTBEHHBIMU KJIETKAMU FOHAJAIIbHOM TKaHU.
Koppekuust CO4eTaHHbBIX M COITYTCTBYIOLUIMX aHOMAJIMHA POBOIMIIACH 110 CTAHAAPTHBIM METOAUKAM.

[IpumeHeHne nanapocKONmMuYeckod Meroauku mno3Boamwno B 100% ciydasx uzbexarh
MHTPAONEPALMOHHBIX OCIOKHEHHMH.

[Ipn KoHBEpcHUU U MPOBEIEHUU YPEBOCEUEHHUs HCIONIb30Balics Joctyn no [ldanenmTuio,
IIPUMEHSIBIIEHCA 10 LIMPOKOTO PAacIpOCTpaHEHMsl Janapockonuu. PasneneHue naToiaoru4Hoi
rOHa/IaTbHOM TKaHM C MAaTOYHOM TPyOOH M CTEHKM MOYEBOIO Iy3bIpsl MPOBOJMIOCH TYNBIM U
ocTpeIM myTeM. ['emocTa3 pgocTHrajcst IyTeM TOUYE€YHOH OUIOJSPHOM KOAaryisiuu MecT
reMopparvu. JTall BbIACIECHUS U yJNaJIeHUs MaTOJIOTMYHBIX CTPYKTYP PENPOILYKTUBHOM CHCTEMBI
IIPOBOAMIICS B COOTBETCTBUU C OITMCAHHBIMU BBILLIE AITOPUTMAMH.

[locneonepaliuOHHBIE PaHbl YIIMBAIUCH IOCIONHO, C HAJNOKEHHWEM Ha KOXY IIBOB,
00ecreunBarIIUX BEICOKUNA KOCMETHYECKUN Pe3yIbTaT.

4.3. O0cyxneHue pe3yjbTaTOB IPMMEHEHHUS JANAPOCKONUH IIPH KOPPEKIMH AaHOMAJIHMI
Pa3BUTHs OPraHOB pPENPOAYKTHBHOM CHCTeMbl Yy JeTell ¢ HApYLWIeHUAMH I0JI0BOM
AU(pPepeHPOBKH.

B nacrosiee BpeMs onpenenieHre TaKTUKA U METOJ0B JieueHus aeted ¢ DSD npeacrasiser
CIIO)KHYIO HEpElICHHYIO 3ajauyy. AHajiu3 IMpeACTAaBIEHHBIX B Hay4HOH JuTeparype paldoT
OOHapy>KUBaeT pa3jIvyusi B HOMEHKJIAType M KiIacCU(UKAIUAX, UCHOIb3YyEeMbIX KOJJIEKTHBAMHU
aBTOpOB. Takke BBIABIECHBI CYIIECTBEHHbBIE IIPOTUBOPEUHS B TAKTHUECKUX MOAXOAAX K JIECUEHUIO

ITIAaITMEHTOB C )I&HHOf/i HaTOHOFI/IeI\/’I, MPUMCHAIOIUXCA pa3JIMIYHBIMUA KOJUICKTHBaAMU CIICIHUAJIMCTOB.
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HenocratouHo ocBelieHbl B HAyyHOW JIMTEpPAType METOAMYECKHE BOIPOCHI BBINOJIHEHMS
XUPYPruuecKkoro mocodus y nereil ¢ naHHOW marosorueid. Hamu He BCTpEYEHO CUCTEMHOIO
CONOCTABJICHHUSI BU3YAJIbHO BBIABISIEMBIX BO BpEMs OIEpalMyd HM3MEHEHHM C JaHHBIMU
naTOMOP(OJIOTHUECKOT0 H3YYEHHUs YAAJCHHOTO Marepuana. Takum oOpa3oM, HMEIOMascs B
muTepatype noadbopka paboTt He obecnieurBaeT GOPMUPOBAHUS MIPEICTABICHUS, OUYSPUUBAIOIIETO
00J1acTh MpUMEHEHHUS Janapockonuu y aereit ¢ DSD.

B npencraBneHHo# quccepTallmOHHON paboTe Mbl 0TOOPA3UIIM HAKOIIJICHHBIA TEOPETUICCKUN
U TPAKTUYECKUN OMBIT MO TAKTHKE XHUPYPrUUYECKOTo JieueHus nanueHtoB ¢ DSD, npencraBuinu
JaHHBIE 10 KCIIOJIB30BAaHUIO MPEUMYIIECTB COBPEMEHHBIX BO3MOXKHOCTEH J1aapoCKONUYECKOM
TEXHHUKHU. B 0CHOBY pabOThI TOJI0KEH aHAIHU3 PE3YITATOB COOCTBEHHBIX HA0IIOICHUH 110 BEJCHUIO
U TPUMEHEHUIO JIAMAPOCKONMYECKON JMAarHOCTUKM M KOPPEKLUMH aHOMajludl OpraHoB
PETpPOIYyKTUBHOW CUCTEMBbl y 86 nereid ¢ pasauuHbiMA  (OpMaMH HApYIICHHS ITOJIOBOM
nuddepeHIMPOBKA B Bo3pacte oT 4 MecsmeB 10 18 Jer, HaxXxOAWBIIUXCS HA JICYCHUH B
Namaiinosckoit JAI'KB, Mopozosckoit JII'Kb u ®I'AY «HMUL3/» ¢ 2004 o 2014 roxel. Ha
npuMepe JCHHOW TpPyMNIbl MalMEHTOB MOAPOOHO H3II0KEHBI TEOPETUYECKUE, TaKTUYECKHeE,
METOAMYECKUE M TEXHUYECKHE ACIEKTbl MPUMEHSEMbIX HaMU IOAXOJOB IPH XUPYPrUUECKOM
JICUCHUH MAIIMEHTOB C HAPYIICHUSAMH TOJIO0BOH JU(PepEeHIIMPOBKH.

TeopeTnyeckoil OCHOBOW MPAKTUYECKOW JAEATEIIBHOCTH CIIYKUJIU TOJIOKEHUS, U3TT0KEHHBIE
B KOMMIOHHKE MeXIyHapOIHOI0 KOHCEHCYca N0 TaKTUKe BeaeHus naiueHToB ¢ DSD ot 2006r. B
COOTBETCTBUU C PEKOMEHAAIMSMU JAHHOTO KOHCEHCYCa, HAMHM HCIIOJb30BAaHbI MPEJI0KEHHbIE
M3MEHEHHs HOMEHKIATypsl opM HapylieHui popmupoBanus nosua. Mcnonp30BaHne akTyalbHON
HOMEHKJIATYPHON TEPMHHOJIOTHH MO3BOJISIO IPOBOAUTH COIIOCTABJIEHNUE IaHHBIX, OTPa’KEHHBIX B
COBpEMEHHOW JuTeparype M u30ekaTb ITUYECKUX MPOOJIeM, CBS3aHHBIX C Pa3zbsSCHUTENBHOMN
paboToii ¢ MpeaCcTaBUTENSIMU MallMeHTOB. J[MarHo3 BKIIIOYANl yKa3aHHWE HO30JIOTMYeCKOl (HopMbI
DSD, xapuotuna u crenens Bupuwinzanuu HIIO nmo Von Prader. /lanHbie mapameTpbl sSIBISIOTCS
KJIFOUEBBIMH TIPU OIPEIETICHUH 0ITOCPOYHOM TAKTUKU JIEYEHUSI U [TO3BOJIIOT CUCTEMAaTU3UPOBATh
TAKTUYECKUE TOJAXOJBI K BBHIOOPY METO/Ia XUPYPTUYECKOW KOPPEKIMHU BBISBICHHBIX aHOMAJIHIA
pa3BUTUSI OpPraHOB PEMPOAYKTUBHOM CHUCTEMbl. BaXHbIM TEOpPETHMUYECKHMM AacleKTOM B
UCCIIEIOBAaHUM SIBJISUIOCH COIOCTaBICHHE BH3YalbHO BBISBISEMBIX BO BpeMs JIAaapOCKOIUH
Mop(ooruueckux M3MEHEHUH TOHAA U JaHHBIX MX THUCTOJIOTMYECKOro uccienoBaHus. Hamu
uszydena u ¢ 2008 roga IpUHSTA K UCIIOJIb30BAHUIO B MPAKTUYECKOU AESITETbHOCTH KiTacCU(DUKAIIHS
MaTOrMCTOJIOTHUECKUX W3MEHEHHMH roHajaibHOl TkaHu y manuentoB ¢ DSD, Nistal M. et al. ot

2007 roma. ComocTaBieHHE TEOPETUYECKHX OCHOB M IPAKTUYECKHX PE3YJIbTATOB H3Y4YECHHS
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TOHAJAJIbHOM TKaHW IMO3BOJIUJIO OOOCHOBAHHO MOAXOAMTH K MHTPAONEPALMOHHOMY BBIHECEHMIO
MMOKa3aHUN POBEJCHUS XUPYPTUUECKOT0 JICUCHUS B OMPEIEIIEHHOM 00beMe.

B npakTuyeckoM OTHOIIEHUH KIFOUEBBIMA MOMEHTAMH OIIPEAEIEHUS JOJITOCPOYHON TAKTUKH
nedenus sBisitores Gopma DSD um Bo3pacT oOpaleHws] MalnKMeHTa B CHEIHATU3UPOBAHHBIN
cranuoHap. B cooTBeTcTBUU C OJI0KEeHHMEM KOMMIOHUKE MexayHapoiHoro koncencyca 2006 roaa
nanueHTam ¢ DSD mokaszaHo ckopeiiliee NMpUHSATHE PELICHUS O IOJIe BOCIUTAaHUS peOeHKa U
ONpeJIeJICHUEe TaKTUKU ONEepPaTUBHOrO JieueHUs1. CpOKH YCTaHOBJIEHHS JOCTOBEPHOIO AMArHo3a u
Hayana jedeHus y gereil ¢ DSD umeror oco0oe 3HaueHHE IpU JUCTEHE3€ TOHAAAIbHOM TKaHW,
KOI'JIa PUCK Pa3BUTHUS HEOIJIACTUUYECKUX MPOLIECCOB B HEW 3HAYUTEIHHO MOBBILLIAETCS C BO3PACTOM.
Jlnarnoctuueckas JIanapocKoIus sSBisieTcst Haubosee HH(HOPMATUBHBIM U JOCTOBEPHBIM METOJIOM,
CHOCOOCTBYIOUINM yCTaHOBJICHUIO (OpMBI 3a00seBaHus. J(uarHocTuyeckas J1anapoCcKonus MOXKeT
OBITH NPOBEJCHA KAK CaMOCTOSATENbHAs ONEpanus, C LEJIbI0 YCTAHOBJICHUS BUIAa aHOMAaJIbHOTO
pa3BUTHS BHYTPEHHUX OPraHOB PENpPOAYKTHBHOW CHCTEMbI MM KAaK METOJ JIONOJHUTEIBHOIO
UCCIIEIOBaHMs Tepe]] 3KCTpaadJOMUHAIBHBIM 3TalloM omepauud. B Hamem HaOmoneHUH
JMArHOCTUYECKAasl JIAaapOCKONMs IMPOBEAEHA OTACIIbHBIM XUPYPrUYECKUM BMEIIATEIbCTBOM 26
nauveHtaMm. M3 HuX y 4YeThlpex NalUEHTOB J[JAaHHbIC, IOJYYEHHBbIE IPU JUATHOCTUYECKON
JANapOCKONUH U THCTOJIOTHYECKOM HCCIIEIOBAaHUM F'OHAJAIbHON TKaHU, HOCUIIM UCUEPIIbIBAIOILNN
XapakTep, MOATBEPXKAas OTCYTCTBUE HEOOXOAMMOCTH JajlbHEHUILIEro XUPypruuecKoro JIeUeHUs; B
BOCbMHU HaOJIOACHUSAX TPeOOBalIOCh YriyOneHHOe MOpP(OrHCTOIIOTHYECKOe U3ydyeHue OuornraTa
TOHA/IaJIbHOM TKaHU; B OJMHHAIUATH CIy4asX MO pe3yibTaTaM JIUArHOCTUYECKOH JIaapOCKONUU
MIPUHSTO PELIEHUE O POBEACHUH OCHOBHOI'O ATara ONepaluy 3KCTPaadJ0OMUHAIBHBIM U Y OJIHOTO
ManueHTa JamapoTOMHBIM JOCTYIIOM; Y JIByX HAIMEHTOB JaHHbBIE JalapoCKONMHYECKOi
JMAarHOCTHKH TO3BOJIMIIN ONPEAEIUTh 00beM HE00X0MMOM MOATOTOBKHU K POBEJIEHUIO OCHOBHOTO
JTana XUpypruueckoi KOppeKIMM aHOMaJIMH OPraHOB PENPOLYKTUBHOU CUCTEMBI.

OTcyTcTBUE UWHTPAONEPALMOHHBIX OCJIOXHEHHH M OBICTpOE BOCCTAHOBJIEHHE B
MIOCJICOTIEPAI[HOHHOM MEPHOJIE CBUETEIHCTBYET O MUHUMAIbHOM TPAaBMAaTUYECKOM BO3EHCTBUU
Ha OpraHU3M IallMEeHTa JUarHOCTUYECKOTO JalapOCKONMUYECKOTO BMENIATENbCTBA, YTO M03BOJISET
YCHEIIHO BBIMOJHATh JAaHHYH) MAaHMUMYJSALMIO, HAayMHAs C MEepuoja MIIajJieHYecTBa. AHaIu3
BO3PACTHBIX ACTEKTOB XUPYPrHUYECKOro JjeueHus nanueHToB ¢ DSD BbISBWI eUHbIE MPUHIIMIIBI
pelIeHrs BOMPOCOB TAKTUKU U METOJIOB KOPPEKIIMY aHOMAJIMI OpraHOB PENpOyKTUBHONW CHCTEMBI
B IpyMnax pa3IMuHbIX BO3PACTHBIX MHTEPBAJIOB. EAMHCTBEHHBIM OTJIMYMEM, CBSI3aHHBIM C METOJIOM

MMPOBCACHUA JIAIAPOCKOIINU Yy MAIlUCHTOB MJIAAUINX BO3PACTHBIX TPYIIIL, ABJIAIACh YCTAHOBKA
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pabounx TpoaxkapoB BBINIE TUIHYHBIX MECT, YTO OOECIIEYHBAIIO yJOOCTBO MAHUIYJIHPOBAHUS B
YCIIOBMSIX 3HAQUUTENILHO OTPAaHUYEHHOI0 IPOCTPAHCTBA MAJIOTO Ta3a.

B npeacraBneHHOM ~ HaOJIOAEHUMM  IIPOBEAECHUE  JUArHOCTHUECKOW  JIaapOCKOIUU
CMOCOOCTBOBAJIO  yCTaHOBJCHHUIO  (OPMBI  MOPOKOB  pa3BUTHS ~ BHYTPEHHMX  OPraHOB
pEnpoAYKTUBHOM cHucTeMbl. OCHOBHBIMU HamNpaBICHUSAMH JUAarHOCTUYECKOM JIallapOCKOIUU
SBJISJIOCH MCKJIFOUEHUE TEUEHHsI HEOIUIACTUYECKUX MPOLECCOB, YCTAHOBICHHE TUIIA TOHAATIbHON
TKaHU, BBIABJICHHE M OIpEIENCHHE CTENEHM pa3BUTUS JEPUBATOB MIOJUIEPOBBIX IPOTOKOB,
YCTaHOBJIEHME UX COOTHOLIEHMSI C UMEIOIIEHCS TOHAJAIbHON TKAHBIO U MUTAIOIIMMH COCYJaMHU.
[Ipu ouenke umerouieiics roHajaabHOW TKAaHM BHUMAHUE AKLEHTUPOBAJIOCh HA THIIE U CTENEHU
pa3BUTHs, COOTHOIIEHUWH C JPYTUMH opraHaMu u cucremamu. Oco0oe BHUMaHHE YJIENAI0Ch
BBISIBICHUIO TIPU3HAKOB JMCIeHE3a TOHAJalbHOM TKaHM M XapakTepy KpoBOCHaOxeHus. B
3aBUCHUMOCTH OT CTENEHM pa3BUTUS [EPUBATOB MIOJUIEPOBBIX IPOTOKOB IPEICTABIISLIOCH
BO3MOKHBIM OILIEHUTH BEPOSTHOCTh COXpPAHEHUS (PEPTHIBLHOCTH ONPEAEICHHBIX B )KEHCKOM IOJIe
nanueHToB. HeoOXxoauMo OTMETHUTh, UYTO IPOBEIEHUE JWAarHOCTUYECKOW JIaapoCKONUU HeE
IPUBOAMIO K CHAaKoOOpa30BaHUIO, YTO OOJIErYaJo MPOBEJCHHE MOCIEAYIOIMX ATAIlOB
OIIEPATUBHOTO JICYECHHUS.

[IpoBenenne OGuoTNCHMM TOHAAATBHON TKAaHM CIIOCOOCTBOBAJIO ycTaHOBIEHHIO Gopmbl DSD,
OTIpe/IeNICHUIO PUCKa PAHHETO Pa3BUTHS HEOITACTUUECKUX MPOILIECCOB U OLIEHKE (YHKIIMOHAIbHON
ciocobHocTH. HamMu Mcmonb30Balicss KPUTUYECKH B3BEIIEHHBIN MOAXO0J K MPOBEACHUIO OMOIICHU
rOHaJlalbHOM  TKaHW. Beimonnenue 3abopa  OuomcuiiHOro  MaTepuasa PU3HABAIOCh
1[eJIeCO00pa3HbIM B CIIydae €ClIM UMEIOIIAsiCsl TOHaJallbHasl TKaHb MMeENa BU3YyaJIbHbIE MPU3HAKU
JIOCTaTOYHOM CTENEeHH BBICOKOW TG (HEpEeHIIMPOBKU U COOTBETCTBUS ONPEAECIEHHOMY POJAUTEIIMU
nojly BocmMTaHUs mnaunueHTa. [Ipu maromMopdonornyeckoM MU3y4yeHHUH TUCTOJIOTHYECKOTrO
MaTepHaa, B3sTOro npu OMOINCUH, YCTAaHABIUBAJICS TUIl TOHAIAIbHOM TKAaHU, CTETIEHb IUCIUIA3NH,
HaJMuue JET€HEPAaTUBHBIX W3MEHEHUH, YpOBEHb (YHKIIMOHAJIbHOW AKTHBHOCTH M TNPU3HAKU
TEYEHUs HEOIIaCTHUYECKHUX MPOLEeCCOB. B ciydyae eciu npu3Haku rpy0boro AMCreHes3a O4eBHJIHBI,
yJaJIeHue TOHAAIbHOM CTPYKTYpHI MOKa3aHO Oe3 MpoBeaeHHUs OMOICHH, TaK KaK MOBPEXKIECHUE
000JI0YeK TOHAJbl 3HAYMTEIHHO MOBBIIAET PHUCK HMIUIAHTALMOHHOTO pPACIpOCTPAaHEHUS U
pa3BUTHS HEOIJIaCTHMUeCKUX mporeccoB. CoxpaHeHHE TOHAAANBHON TKaHM MPHU3HABAIOCh
1enecooOpasHbIM ~ TIpPU  COOTBETCTBUM  TEHAEPHOMY IOy  MalWeHTa, OTCYTCTBHH
HU3KoAU(PepeHIMPOBAaHHBIX U 3JI0KAUYECTBEHHBIX KIIETOK, a TakXke, B clydae HeoOXOJIUMOCTH,
BO3MOXXHOCTH aJICKBaTHOW TPaHCIO3MLMU. B OCTaJbHBIX cioy4yasX NpPOBOJWIOCH YyAAJCHHE

MaTOJOTHYHOM TOHATATbHON TKAaHH.
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Heo0XoauMo  OTMETHUTh  BBICOKYIO 3HAUMMOCTh  COONIOJNEHHS METOAMKH 3abopa
T'MCTOJIOTHYECKOr0 MaTepHaa y MalueHTOB ¢ TOHAAAIbHBIM JUcreHe30M. OCHOBHBIMU MOMEHTaMHU
IIPU B3ATHM MaTepuaia I U3ydeHHsl SBISIOTCA: HEOOXOJUMOCTb J1I0CTaTOYHOI'O KOJIMYECTBA IS
MIPOBE/ICHUS MCCIICOBAHMS, MPOBEJCHUE OMOIICHH C 00OMX TOJIOCOB M 3aXBaT TIIYOOKHX CIIOEB
roHaspl. JlaHHbBIE YCIOBUS MOTYT OBITh JOCTUTHYTHI TOJIBKO TPU HCIIOJIB30BAaHUU OMOIICUHHBIX
munuoB. Mcnonab3oBaHWEe COOTBETCTBYIOLIET0 MHCTPYMEHTAPUS MO3BOJIET COOIIOCTH METOJIUKY
IIPOBEECHUST OMOIICMM C MMUHHUMAJIbHBIM TPaBMHUPYIOLUM 3PPEKTOM, NPEeAyIpEIUTh BO3MOXKHOE
KpOBOTEUEHHE M3 MecTa 3abopa THCTOJOTHYECKOTO0 MaTepuana, CHH3UTh PHCK IPOBOKALUH
Pa3BUTHA U PACIIPOCTPAHEHUS HEOIJIACTUYECKOIO IIpoLecca.

O06o001uieHne NpUBEACHHBIX JaHHBIX M0 JU(p(dEepeHIUPOBAaHHOMY NOAXOAY K MPOBEICHHIO
JMAarHOCTHYECKON JIamapOCKOIUU OTJEJIBHBIM 3TallOM U K BBIIOJIHEHUIO OMOICHHU T'OHA/JalbHOM
TKaHW TIO3BOJISIET CUMTATh IPOBEACHUE JAaHHBIX TNPOLEAYp OOOCHOBAaHHBIM IIPH BBISBICHUU
COOTBETCTBYIOIIUX IOKa3aHUW. [lOJOKUTENbHBIMM acleKTaMu BBIJCJIEHUS JMArHOCTHUYECKUX
MPOLEAYp B OTACIBHBIM 3Tal SIBISIFOTCS: Majlas TPaBMAaTUYHOCTh M BBICOKAs 3HAYUMOCTb X
pe3yabTaTOB, BO3MOXKHOCTb IPEAOCTABICHHS IPEACTABUTEIISAM MAllUEHTa BPEMEHHU JUIsl IPUHATHS
B3BELLICHHOI'O PEIICHUsI O I0Jie BOCHUTAHUSA M Ture onepauuu. K HexocraTkam JIBYX3TalHOTO
XUPYPrUYECKOTrO JICYEHUS SBJIAETCS: IOBBIIIEHHE AHECTE3HMOJOTMYECKOI0 pPUCKA, YBEINYEHHE
CyMMapHOW XHUPYPTrUYECKON arpeccuu, CHHXKEHUE SKOoHOMUUeckoro 3¢dexra. CrnenupuaHbMU
HE/JOCTaTKaMU TPOBEJCHUS OMONCHM TOHAJANbHOM TKaHM y mnanueHtoB ¢ DSD  sBnsercs
HapyleHHe IeJIOCTHOCTH  Kalcyldbl —OpraHa, 4Yro CHOCOOCTBYEeT  MMILJIAHTAlHOHHOMY
pacnpoCTpaHEHUIO BO3MOKHOTO HEOIUIACTUYECKOTO Ipoliecca 3a Mpeesibl TOHAJalIbHOM TKaHU U
KOJIMYECTBEHHOE YMEHbBIIEHHUE MPEJICTABICHHON Yy MalueHTa rOHaJlalbHOW TKAaHU, YTO BEAET K
CHIDKeHHIO e€ (YHKIMOHAJIBHON criocoOHocTH. HapyiieHnue, BciencTBUe NMPOBEACHUS OUOIICHH,
aApPXUTEKTOHUKH CEMEHHBIX KaHAJbLIEB TECTUKYJ Y OPUEHTUPOBAHHBIX B MY>KCKOM T10JI€ TTAllUEHTOB
TaK)X€ MOKET UMETh 3HaUMMble (DYHKIIMOHAIbHBIE TOCIIE/ICTBUS.

Xupypruyeckass KOPpPEKLHs MPEACTAaBICHHBIX aHOMAJIWW pPa3BUTHSA PENPOJYKTUBHOM
cucrembl mposeieHa 82 netsim ¢ DSD: B 11 ciiyyasix UCIOnb30BaH 3KCTpaadlOMUHAIBHBIN JOCTY,
y OZIHOTO TalKeHTa NMpuMeHeHa Janapotomus no [ldaneHmTio, B octanbHbX 70 HaOMIOIEHUSIX
OCYILECTBIISUIACH  JIAMIAPOCKOINMYECKash KOPPEKIUS BBIIBJICHHBIX IIOPOKOB pa3BuTusi. B
3aBUCHMOCTH OT HaJIM4Us AUCTEHEe3a TOHAIabHOW TKaHU ObLIO BBIACIEHO JBE IPYIIBI MAIlUEHTOB,
pa3nuyarIuXcs TAKTUYECKUM IMOAX0/I0OM K OIIepaTUBHOMY JICUEHUIO MPEICTaBICHHOMN MaTOJIOTHH.

B rpynmy «A» Bkitouensl qannabie 17 nanuentos ¢ AlS, 5 nereii ¢ CPSI, 3 peGenka ¢ PMDS
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OTHOCHUTEIILHO BBICOKAsI CTETICHb TU(DPEpEeHITMPOBKH JUCTOMUPOBAHHON TECTUKYIISIPHOM TKaHU. Bo
BCEX ClIy4asx y MalMEHTOB JaHHOW TPYIIbl BBICTABISUIMCH WHAWBUyalIbHBIE TOKAa3aHUS K
MPOBEJICHUIO IMATHOCTUYECKOH J1aapOCKOIHH.

VY ManueHToB ¢ CHHAPOMOM TECTHKYJSPHOU (eMUHU3AIMN, OPHCHTUPOBAHHBIX B KCHCKOM
[oJje, TMPOBOJMIACH TECTUKYJIIKTOMHUS, YTO [O3BOJSJIO HCKJIKOYUTH  IATOJIOTHYECKYIO
TOPMOHAJIBHYIO CEKPEIHUI0, MPUBOAANIYI0 K XapaKTEepPHOW BUPHJIM3AIMU U KYMUPOBATh PHUCK
Pa3BUTHS HEOIUIACTUYECKUX MPOLIECCOB B IMCTOMMPOBAHHBIX TOHaAaX. [lokazanus kK mpoBeAECHUIO
JIaIapOCKONMUU BBICTABISUIACH B Cy4ae OTCYTCTBUSI JOCTOBEPHOM BU3yallM3alluK TOHAJ IO TAHHBIM
V3U, a taxxe npu 0OHAPYKEHUH UHTPAaaOJOMUHAIIBHOTO UITH BBICOKOTO IMTaXOBOT'0 PACIIOJIOKEHUS
TECTUKYJ. BO3MOXHOCTP COYETAHHOTO MPOBEICHUS JIUATHOCTUYECKON JIAApOCKONUU U
MHTPaadIOMHUHAIILHOTO yAAJEeHUs TECTUKYI c HCITOJIb30BaHUEM MMEIOIIETOCS
JIAIMMapOCKOMUYECKOr0  JIOCTyIa IO3BOJIsIa  MUHHUMHU3UPOBAaTh CYMMApHOE XUPYpPruyecKoe
BO3JICHCTBUE HAa OPTaHU3M IAlMEHTA 32 CYCT UCKITIOYCHHS HEOOXOIMMOCTH TPUMEHEHHUS TTaXOBOTO
noctyna.  JIOMOJHUTENbHBIM — MMOJOKHUTEIBHBIM  ACIEKTOM  ABJISJIOCH  MPOTHO3UPOBAHUE
HEOOXOIMMOCTH W BO3MOXKHOCTH TPOBEACHUS BTOPOTO 3Tana (HeMUHU3HPYIOIMIEH IIaCTUKH,
3aKJIFOYAIONIETOoCs B CO3/TaHMH HEOBJIAraInIIa.

[Tpu ompenenennn namueHToB ¢ PAIS, CPS, SaRD2-deficien 1 PMDS B myxckom moine
TpeOOBAJIIOCH COXPAaHEHHE WMEIOIIEHCs TeCcTUKyIsipHo TkaHu. C 1enpo  oOecreyeHus
(U3HONOTHYHBIX YCIOBUN (YHKIITMOHUPOBAHUS TECTUKYI BBIIIOIHSIIUCH ONIEPallii, HAPABICHHbBIE
Ha HU3BelIeHHE U (PUKCALUIO TOHAA B MoIIoHKe. Y manueHToB ¢ PMDS nuarnoctudeckuii sramn
JIAIMapOCKOMUU JIOTIOJIHSJICS JIAMAPOCKOMMYECKUM YIAJIEHUEM JEPUBATOB MIOJUIEPOBBIX MPOTOKOB.
Hcnonws3oBanne mamapocKonuu OOYCIOBICHO HEOOXOAMMOCTBIO OMNpENeNieHUus JIOKAIU3aIlluu
TECTUKYJ U CTEIEHU Pa3BUTHUs SAMYKOBBIX COCYI0B. Bu3yanusanus TECTUKYJSIPHBIX COCYIOB Ha
MPOTSHKEHUH Y MAIMEHTOB MYKCKOI'O I10J1a MO3BOJISJIa IPUHATH B3BELICHHOE PELICHUE O METOJIE
HU3BeJeHUs1 TeCTUKYI. [IpoBeneHne BeHTpoduUKCcalluu HAMU W3 MPAKTHUKUA HUCKiIrodeHo. Ha namr
B3IJISI], MPEANOYTUTEIIBHO OJJHOMOMEHTHOE HU3BEAEHNE TOHA B MOIIIOHKY 1o MmeToay Lllemakepa.
[ToaranHoe HU3BENEHHE TOHAMl B MOMIOHKY 1o Metoaunke Popnepa-CTedeHCOHa MPUMEHSIIOCH B
Clly4yae HEYJIOBJIETBOPUTEIBHOTO PA3BUTHUS TECTUKYJISIPHOU COCYAUCTON CETHU, HE MO3BOJSIOLIETO
BBITIOJIHUTh HU3BEJCHUE TOHAJ B MOIIOHKY 0€3 BBIPAXEHHOTO HATSDKEHHS TECTUKYJSPHBIX
cocynoB. [IpoTuBOnOKa3aHueM K HU3BEIAEHUIO TECTUKYNA y OJHOro nanuenra ¢ PMDS cimyxwuiio
BBISIBJICHHE TNTYOOKUX JIETEHEPATUBHBIX U3MEHEHUH B YIAIICHHOM SIHUKE.

B rpynny «B» BKIIOYEHBI AaHHBIE 55 NAUMEHTOB C JUCTEHE3MEW TOHANaJbHOW TKaHH,

KOTOPBIM MPOBOJMUJIACE JIAIIaPOCKOITHA. TakTnuka XUPYPTUICCKOro JICHCHUA 3aBHCCJIa OT BHIA
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JUCTeHe3a TOHAJaIbHOM TKaHU, COOTBETCTBUS €€ TeHJEPHOMY MOJTy NMAIMEHTA U CTEICHU Pa3BUTHUS
JIEpUBAaTOB  MIOJUIEPOBBIX MPOTOKOB. lMcrmonb30BaHuWe KIACCU(UKALUUU THCTOJIOTMYECKUX
M3MEHEHUH roHagaibHON TKaHu y manreHToB ¢ DSD Nistal M. et al. ot 2007 rosa u corocrasiieHre
C COOCTBEHHBIMH pE3yJIbTaTaMHU OMOIICHU M MATOMOP(OIOTUYECKOrO HCCIIEOBAHUS YAATCHHON
TOHAJAIbHON TKaHU MO3BOJIHIN C(HOPMYIHUPOBATH OCHOBHBIC MPUHITUIIBI XUPYPTUICCKOW TAKTHKU
JIeYeHUsl MAalMEHTOB C JUCT€HE30M TOHAJalbHOM TKAaHM. B COOTBETCTBHM C MOJYyYEHHBIMU
pe3ynbrataMu GUOPO3HBIN CTPEK, TECTUKYIISIPHBIN CTPEK, TUCTEHETUYHBIN TECTUKYIT U OBOTECTHUC
BO BCEX CIIydasx coepxaT Hu3koauddepeHmpoBaHHbIC TECTUKYIISPHBIE KIETKH, OTPEACIISIONINE
BBICOKHM PHUCK pAHHEro pPa3BUTHS HEOIUIACTUYECKUX IMPOLECCOB, UYTO OOYCIIaBIMBAET
HEO0OXOIMMOCTh MX CKOPEWIIEro yJaajieHHs BHE 3aBUCHUMOCTH OT I0JIa U XPOMOCOMHOTO Habopa
MalKeHTA.

Y [manueHTOB MYKCKOTO TII0JIa  IIeJIeCOOOpa3HBIM IMPU3HAHO COXPAHEHHUE TOJIBKO
MaKpOCKOIMYECKH HE M3MEHEHHBIX WJIM THIOIUIA3UPOBAHHBIX SIMYEK, HE MMEIOIINX MPU3HAKOB
nucreres3a. Vcmonap30BaHre METOAMK OJJHOMOMEHTHOTO MJIM MOATATHOTO TEPEMEIICHHS TECTUKYIT
B MOIIOHKY Yy NAIMEHTOB MYKCKOIO II0JIa BO BCEX CIy4asx o0O0eclneyuBaio aJeKBaTHYIO
TPAHCIO3ULIMIO TOHAA. /laHHAs TaKkTHWKa MOBBIMAET (PYHKIHMOHATBHYIO AKTUBHOCTb TECTUKYIL,
objeryaer 3ajgady MOHUTOPUHTAa HAa MPEIMET BBISBICHUS BO3HHKHOBCHHS OHKOJOTHYCCKUX
3a00J1€BaHUN, CO3JACT MPEANOCHUIKA Il HauOojee TIOJHOW TCHXOCOIHAIBHON ajanTaluu
nanueHTa. [I[ppumMeHeHre MeToIuK BEHTPO(PUKCAIIMH TECTUKYJ CUUTAEM HEIleIeCO00Pa3HbIM.

VY manueHToB KEHCKOTO 10JIa TOHA/bl, COIEpKAIIUE TECTUKYIIAPHYIO TKaHb, TOABEPTaInuCh
yaaiiennio. B ciiydae oTCcyTCTBUS B KapuoTHIE Y-xpoMocombl wid SRY-reHa W BBISBICHUS
MaKpOCKOIMYECKH CXOXKEW C SMYHUKOM TOHAJbl, MOKA3aHO MPOBEJACHUE OMOTICHMU Ha TpPEIMET
HCKJIFOYEHUS CKPBITON JIOKAIbHOM MEPCUCTEHLINH TECTUKYIISPHBIX BKIOYEHUHN U JJI1 UCKITIOYEHUS
TEUEHUs HEOIJIAaCTUYECKUX MPOLIECCOB.

Hamu oTmedeHo, 4TO BO BCeX ClydasiXx WHTPAONEpPAIMOHHBIE MPEIOJIONKEHUS O CTPYKType
TOHAJl COOTBETCTBOBAIM JIaHHBIM TMATOTUCTOJIOTHYECKOTO H3Yy4YeHHUs. Takke OTMEUeHO, YTO
KOJIMYECTBO U CTENEHb 3PEJOCTH TECTUKYISPHOM TKAHM MPSIMONPONOPIHUOHAIBHO CBSI3aHBI CO
CTETICHBIO PE30POINH JEPUBATOB MIOJUIEPOBBIX MTPOTOKOB C COOTBETCTBYIONIEH CTOpPOHBI. Mcxonas
W3 BBINIETPUBECHHBIX JaHHBIX, MOXXHO PE3IOMHUPOBATh O BBICOKOW 3HAYMMOCTH BHU3YaJIHHOTO
JTana JUArHOCTUYECKOW JIamapOCKOIHH, IMO3BOJIIONICH ONPESTINTh XUPYPTHUYECKYI0 TaKTHKY
nedeHuss 0e3  TPUMEHEHHs]  JOTMOJIHUTENbHBIX  METOJIOB  HCCIENOBAaHUS, TaKUX  Kak
MHTPAONEPALMOHHOE THCTOJIOTUYECKOE U3YYEHUE TOHaJalbHON TKaHu. CuuTaeM OIpaBIaHHBIM

MPOBEICHNE OMOTICUH TPH PACCMOTPEHHH BOIPOCA O 11€7IeCO00Pa3HOCTH COXPAHEHHsI OBapUATbHOMN
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rOHaJbl y TMALMEHTOB JKEHCKOrO II0Jla, HE HMerImux B Kapuortune SRY-ren, uiam mno
HAaCTOSTEIbHOMY TpeOOBaHUIO IIpecTaBuTeIIel nanuenta. Heo6xoaumMo oTMETUTS, YTO, UCXO.IS U3
JAHHBIX OTE€YECTBEHHOH M 3apyOexHOH JIMTepaTypbl, OMOICUS TUCTEHETUYHON TKaHWU MOBBIILIAET
PUCK BOZHUKHOBEHUS U PaCIPOCTPAHEHNUS] HEOIJIACTUUECKUX IPOLIECCOB.

OnucanHble B JHUTEPAType TMONBITKUA BBIJICICHUS SMUYKOBOW WM SUYHUKOBOM YacTh W3
OBOTECTHCA HAMU NPU3HaHbI HellesecooOpa3HbIMU. [IpuBeieHHbIE B HAllleM MCCIIEJOBAHUY JaHHbIE
BU3YaJIbHOTO OCMOTpPa M IaTOTMCTOJIOIMYECKOr0 HCCIIEAOBAHUS YJAJIEHHOW OBOTECTUKYISPHOM
TKaHU CBUJIETEJILCTBYIOT O TITyOOKOM JIHCTEHE3€E BCEX AJIEMEHTOB OBOTECTHCA, UTO PEAONPEeIsieT
HU3KYIO (DYHKIIMOHAIBHYIO 3HAYUMOCTh W TMPEJCTABISET 3HAUYUTEIBHYIO YIpo3y MalUTHU3AINH,
YTO JIe1aeT 0O0CHOBAHHBIM IOJIHOE y/aJIeHUE MTaTOJOTUYHON TOHA/IbI.

B oTHOMmIEHNH IepuBaTOB MIOJIJIEPOBBIX TPOTOKOB TAKTHKA ONPEAEIUIach B 3aBUCUMOCTHU OT
1ojia manueHTa. Y JeTeil, BOCIUTHIBAEMBIX B MY)KCKOM I0JI€, MPOBOJMIOCH YyJaJ€HHE
MEPCUCTUPYIOLIUX JIEPUBATOB MIOJIEPOBBIX MPOTOKOB. [Ipy 3TOM OnMCaHHBIN B TUTEpAType PUCK
MOBPEXKIACHUSI TECTUKYJISIPHBIX COCYJOB IPU TPOBEIECHUU YIAJEHUS JEPUBATOB MIOJUIEPOBBIX
IIPOTOKOB HAMU IPU3HAH HE3HAYMTEIbHBIM, TAK KaK JarnapocKonus oOecneyrBaeT JOCTATOUHYIO
BU3YyaJIM3alUI0, YTOOBI M30€XaTh JAHHOTO BUJA TPABMbI. Y OPUEHTHPOBAHHBIX B JKEHCKOM IIOJIE
MAlMEHTOB, B CIy4yae OTCYTCTBHSI HaTOJOIMYECKOM CHUMIOTOMATUKH, COXPAaHEHHE MaTKu
MIpPEJICTaBIsIeTCSl 3HAUMMbIM MOMEHTOM. [Ipu BbIsIBIEHHMM COOPMHUPOBAHHOM MaTKU OINepalui,
CBSI3aHHBIE C YyJaJleHMEM TOHAJaJIbHOM TKaHW, TpeOyeTcs MPOBOAMUTH B ILIAJAIIEM pPEXHUME, C
COXpaHEHHMEM YJIEPKUBAIOIIETO anmnapara MaTKu. B oTaenbHBIX HaOMI0IEHUSX [TOCTIEe MPOBEAECHUS
PEKOHCTPYKTUBHBIX OIepaluii 3apyOexXHbIMU aBTOPaMHU COOOIAETCs] O BO3MOXKHOCTH COXPaHEHUS
HE TOJIBKO MEHCTPYaIbHOM, HO ¥ PENPOAYKTUBHON (PYHKIIMH, YTO MOBBIIIAET ICUXOCOLUATBHYIO
3HaYMMOCTh HPOBOJUMBIX omnepauuil. OHAKO JaHHBIA IOAXOJ HE JOJKEH NpensiTCTBOBAThH
JIOCTOBEPHOMY YAAJEHMIO TAaTOJIOTMYHOM TOHaJalbHOW TKaHM B TOJHOM oObeme. B cmyuae
Han0oJiee YacTO BCTPEUAIOIIErocsl OJIM3KOTO PACIOIOKEHUS] TOHAAIbHOM TKAaHM K MAaTOYHBIM
TpyOam, mocieaHue JOHKHbBI ObITh y1aldeHbl €IMHbIM 010koM. Manast 3HauMMOCTh MaTOYHBIX TPYO
00yCII0BI€Ha BO3MOXHOCTBIO HCITOJIb30BAaHHUS METOA0B HKCTPAKOPIOPATIEHOTO OTJIOJOTBOPEHHSL.

B nmpencraBieHHOM HaOMIOJEHMM JIOCTOBEpHas BHU3yajH3allMs OpPraHoB M TKaHEH
PENpPOAYKTUBHOM  CHCTEMbl M  MHTAOIMMX HUX  COCYIOB  IMO3BOJIsIAa  OCYIIECTBISTh
nuddepeHIMPOBaHHBIM MOJAXO MpH ONpeleNeHnd oO0beMa pe3eKIHMH, YTO MPHUBOIWIO K
MUHUMM3ALUN PUCKA COXPAHEHHS YTPOKAEMBIX IO Pa3BUTUIO HEOIUIACTHUYECKUX MPOIECCOB
TKaHEH, CHU3UTh TPABMATUYHOCTDH OIEPAIIUU U MOBBICUTH (PePTHIIbHBIE CIIOCOOHOCTHU MAlMEHTOB.

Takum 00pa3zom, HCMOIb30BaHHUE JIAMTAPOCKOMUYECKONW TEXHHMKH IMO3BOJISIIO HaM OCYLIECTBISTh
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XUPYpruueckoe JiedeHue mnauueHtoB ¢ DSD, cBsi3aHHOE ¢ KOppeKUHeW aHOMajluid OpraHoB
PEeNnpOIyKTUBHOM CUCTEMBI, B IOJTHOM 00beME, COOTBETCTBYIOIEM (OpPME ATOIOTUH.

B Hamem HaOmOJeHMM NPEACTaBIEH OJUH Cily4ail KOHBEPCHMM C HCHOJIb30BaHUEM
JAmapoTOMHOTO JIOCTYyNa y TMalueHTa ¢ OBOTECTUKYISIpHOM ¢opmoit DSD, xapuotun 46XY.
JlaHHBINA CciTydail SBJISETCS YHUKAIbHBIM, B CBS3HM C HAJIMYMEM IpyOOH HETHIIMYHON aHOMAIHH
Pa3BUTHsA, 3aKJIFOYABIIECICS B IDIOTHOM IPUJICKAHUU JUCTEHETUYHBIX ITPaBbIX IPUIATKOB MaTKU K
CTEHKE MOYeBOro Imy3bips. IlpuMeHeHHe MOHONOJSAPHOM M OUIOIAPHONW Koaryssuuu ObLIO
3aTPyJHUTENLHO U3-3a 3 dekTa pacrnpocTpaHeHuss OOKOBOTO TeIia B YCIOBUSX OTPAaHHYECHHOTO
IIPOCTpaHCTBA. B CBsA3U ¢ 00CTOATENBCTBAMHU, IPUBOSAIINMHU K YBEITMUEHHUIO BPEMEHU OIIEPALINH, C
LeJbl0  oOecreueHusl aJeKBAaTHOIO TeMocTa3a U HNPOPHIAKTUKHM TEPMHUYECKOTO IMOPaKEHUs
MOYEBOI0 Iy3bIps IPUHATO PELIEHHE O NPUMEHEHUH JIanapOTOMHOro joctyna no Ilpanenmruto.

JlanHoe HaOI0IeHNE TEMOHCTPUPYET:

. Heo06XxoauMocTh KPUTHYECKOTO IMOAXOa K BBHIMOJHEHHIO OINEPaldil JIamapOCKOMUIeCKUM
JNOCTYIIOM W HQJIW4YUA Yy XUPypra, IPOBOJSLIEIO JIAAPOCKONUYECKYIO OIEepalii0, HaBBIKOB
BBIIIOJTHEHUS] XUPYPTrUUECKOr0 BMEIIATENbCTBA OTKPBITHIM CIIOCOOOM;

. Knunuka, ocymectsistomias xupypruyeckoe Jjedenue paereit ¢ DSD  nomxna ObITh
obecriedeHa HanboJiee COBPEMEHHBIM JIATTAPOCKOMUYECKUM 000PYI0BaHUEM.

B OonbmmHCTBE ciiydyaeB HaOMIOJIEHHS TpPH IMPOBEACHUU JIe4eOHO-AMAarHOCTHYECKON
nanapockonuu y gereit ¢ DSD tpeGoBaioch BBINOIHEHUE CUMYJIbTAHHBIX ONEPATUBHBIX MTOCOOMH.
HaubGonee wacTo BBINOMHSEMOW CHMYJIbTAaHHOW omepanued SBIsUIAch IUIaCTUKa TIIIYyOOKOIo
I1aXOBOT0 KOJIbLIA y MAIIUEHTOB ¢ KOCOW NTaXOBOU IphlKeN. IIpOLIEHT BBISBICHUS TaHHOM ITATOJIOTUN
y nanueHToB ¢ DSD 3HaunTenbHO NpeBbIlIaeT TakoBOW B oOuiel nmomynsuuu. [Ipu BeIsiBIeHUM
HEOOJINTEPUPOBAHHOTO TJyOOKOro MAaxoBOro KOJbIa Yy MalMeHTa, KOTOpPOMY He Tpedyercs
MPOBEJIEHUSI AKCTPaadJOMHUHAIBLHOTO BMEIIATEIbCTBA, JIaHHAs MaHUIYJSALUSA TMPOBOJIMIACH W3
HMMEIOLIETOoCsl TPEeXTOYeuyHoro naoctyna. IIpm 3ToM MeToauKka yummBaHUs TITyOOKOTO MaxoBOTO
Kosblia y manueHToB ¢ DSD He ominmyanack oT oOmenpunsaTod. OTCyTcTBHE HEOOXOAUMOCTH
WCIIOJIb30BAaHUs JTOTIOJHUTEIBHBIX JIANIapONIOPTOB WM APYTUX JONOJHUTENBHBIX TOCTYIOB IS
MIPOBEJICHUSI JTaHHOTO CHUMYJIbTAHHOTO ONEPATUBHOTO JIEYEHUS IO3BOJISIIO CHU3HUTH OOUIYIO
TPaBMaTHUYHOCTh XUPYPTrUYECKOro JIEYEHHUs ManueHta. TakuMm o0pa3oMm, UCHOJIb30BaHUE
HMMEIOIIETOCs JIallapOCKOIIMYECKOr0 JOCTYyNa Il XUPYPIMYECKOrO JIEUEHHUs COIYTCTBYIOLIEH
MHTPaabJOMUHAIBHOW MATOJOTMU MO3BOJSUIO CHU3UTHh YPOBEHb CYMMAapHOH XHUPYPrHUeCKOM

arpecCHH.
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B ciyuae onpenenenus HEOOXOJMMOCTH HCTIOJIb30BAaHMSI TAXOBOTO TOCTYIIA JUIsl IPOBEACHUS
OCHOBHOT'O 3Tama Ollepaluu M0 KOPpeKUUU CBOMCTBEHHbIX DSD anomanuii y manueHTa ¢ Kocoi
[IaXOBOW TpbDKEH, NepecedeHne BarMHaJIbHOIO OTPOCTKA OPIOLIMHBI MIPOBOJMIOCH U3 IAXOBOI'O
J0CTyIa, KOTOPOE, B ClIydae HE0OX0AUMOCTH, JOMOTHSIIOCH TNIACTUKON MOBEPXHOCTHOTO ITAXOBOTO
KOJIbLIA.

Taxke TUOMYHBIM ObUIO COYETAaHHWE MPOBEACHMS JIeYeOHOH  JIamapOCKOIUU  C
9KCTPaabJOMUHAIBHBIMU oOlNepalusMu. B psange cioydaeB, HIpU HaJIWYMM COOTBETCTBYIOILUX
IIOKA3aHUM, IIPOBOJIMIIACH CUMYJIbTaHHAS IIACTUKA HAPYKHBIX I10JIOBBIX OPraHOB B COOTBETCTBUU
C IOJIOM MAalMeHTa U pa3JeJIeHue MOUYEBBIBOIALIETO U MOJOBOr0O TpakToB. Koppekuus aHomanuit
pa3BUTHsA TE€HUTAJIBHOM 30HBI OCYILECTBISUIACH KOMAHJOW CIIEHUAIMCTOB BBICOKOI'O YpPOBHS,
HMMEIOIUX COOTBETCTBYIOIIMM ONBIT NPOBEIACHUS PEKOHCTPYKTHBHBIX IUIACTUYECKUX OIEpaLUi.
JaaHbli (akT MOAUYEpPKUBACT HEOOXOIMMOCTh JieueHus Aereid ¢ DSD B cnenuaim3upoBaHHBIX
MHOTONPO(QWIBHBIX CTallMOHApaX, HMMEIOUIMX IITAaT CIEIHAIUCTOB, OONAaJaroIuX HaBBIKAMHU
BEJICHHUS MTALIMEHTOB C JAHHOM MaTOJOTHEH.

HcceueHne NUTMEHTHOIO HEByca ArOJUYHOW 00J7acTH, MJacTUKa TIPBDKEBBIX BOPOT
IYIIOYHOrO KOJIbIa W OeNoil JMHHUU JKUBOTA BBIIOJHSUIMCH IO TUIMYHOM METOJUKE, IOcie
3aBEPILICHUS OCHOBHOTO MHTPaabJOMUHAIEHOTO JTana OIlEpaLIHH. Paznenenne
cuHgaktuaupoBaHHbix III - IV maneneB KMCTH NMPOBEACHO CHELUAIMCTOM I10 TPAaBMATOJIOTHH-
OpTONEANU U MUKPOXUPYPIHUH, CUMYJIBTAaHHO C OCHOBHBIM HTAIlOM JIAIIAPOCKOMUYECKON KOPPEKLIUU
anomanuii DSD.

Ha ocHOBaHMHM HAaKOIUIEHHOIO HaMH OIBITA Mbl CUHMTAaE€M IIPOBEJACHUE CHMYJIbTaHHBIX
omepannii 'y nerer ¢ DSD ¢ 1menpro KOPpPEKIMH COMYTCTBYIOIIEH MATOJOTUM TOJHOCTHIO
o0ocHOBaHHBIM. OJIHaKO  aKIEHTUPYeM BHUMaHME€ Ha  HEOOXOJUMOCTH  IPHUMEHSTbH
UHAWBUIYAIbHBIA, AuddepeHunpoBaHHbIl MOAXOJ MPU ONpPECICHUH IUIaHAa XHPYpPrUYECKOro
nedyenus mnauumeHToB ¢ DSD. Tak, npoBeneHne oOBEMHBIX PEKOHCTPYKTHUBHBIX OIEpALUi,
CBSI3aHHBIX C KOJIBIIONOA30M, HEOOXOJIMMO MPOBOAMUTH OTIEIbHBIM 3TallOM, MPHUBSI3aHHBIM K
MOMEHTY HACTYIUIEHUs MEPHUO/Ia MOJIOBOM aKTUBHOCTH MalyeHTa. Mbl oTMe4aeM HeoOXO0JMMOCTb
COOJIIOJICHUsST TIPUHLMIA IPEEMCTBEHHOCTH JiedeHHs nanueHtoB ¢ DSD, cBs3zaHHOro c
HEOOXOJIMMOCTBIO BOBJIEYEHHS B OTall PEKOHCTPYKUUHU TOJOBBIX IyTeH CHEIHaUCTOB,
MIPUHUMAOIINX y4YacTHE B IMEPBUYHOM KOPPEKLMH AaHOMAJIMM pPAa3BUTHsS BHYTPEHHUX OpPraHOB
PENnpOLYKTUBHOU CUCTEMBI.

B nannoit pabote onucano Tpu HaOm01eHUs 00Hapy)keHus npu3HakoB DSD kak «cirydaitHOH

HaxXOJKHW» Yy MMallUCHTOB, O6paTI/IBIHI/IXC$I 3a MC}II/IHHHCKOﬁ IMOMOIIBIO IJI1 TPOBEACHUA SKCTPEHHOT'O
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WU IUIAHOBOTO XUPYPrU4ecKkoro JieueHus. llpu 3Toil cuTyalluu HaMm MpeACTaBISIETCS
HE0OXOIMMBIM M30€raTh BHIOJHEHHUS PaIMKAIbHBIX ONepaIii, CBI3aHHbIX C YAaJECHUEM TOHA U
JEPUBAaTOB  MIOJUIEPOBBIX  IPOTOKOB, OIPAHWYMBIIWCH  IPOBEACHUEM  JUATHOCTUYECKHX
MeporpusaTiii. OCHOBHBIC ONEPATUBHBIC YCHIIHS JIOJDKHBI OBITh HAMPABICHBI HA pPa3pelICHHE
00J1e3HU, TTOMAIAIOIIEH O/ ONPeAeTICHIUEe OCTPO XHPYPrHUSCKOHN MaToIoTud. B cOOTBETCTBUU ¢
ONMCAHHOW BBIIIE TAKTHUKOW MPUMEHEHHUs Jiamapockonuu y naereil ¢ DSD, B oTHomeHun
OOHapyKeHHOW  MaTOJOTMM  [OKa3aHO  MPOBEACHHE  JAMATHOCTUYECKUX  MEPOIPHUSATH,
3aKJIIOYAIONIMXCS B MOAPOOHOM OMHMCAHUU BBISBICHHBIX M3MEHEHUN U BO3MOXHOM IMPOBEICHUU
ouoricuu. 3a00p THUCTOJOTHYECKOrO0 MaTepuaja CYUTAeM HEOOXOJMMBIM IPOBOJUTH B CIIydae
OTCYTCTBHSI ~ THOWHO-BOCHAJIMTENBHBIX  3a0oyieBaHuii B OpIONIHOM  MOJOCTH,  MpH
yIIOBJIETBOPUTENBFHON  MHUKPOLMPKYJISLUKA TOHAJAIbHONM TKaHW, TpeOyromed u3ydeHus,
COOTBETCTBYIOIIEM YPOBHE TEXHUYECKOIO0 OOECIEUYCHHS CTallMOHApa, HAIMYUU MOATOTOBICHHBIX
CIEIUAJIUCTOB, 3HAKOMBIX C TEXHUKOW MpOBeJeHUs Ouorncuu y nanueHtoB ¢ DSD u Hanuuuu B
KJIIMHUKE CIICIHAIUCTOB-TUCTOJIOTOB, CIOCOOHBIX JIOCTOBEPHO OIPEACIUTh MPEACTABICHHbBIC
WU3MEHEHUS.

[IpencraBieHHast COBOKYIMHOCTh IaHHBIX HAYYHOM JINTEPATYPHI U PE3YJIbTATOB COOCTBEHHBIX
HAOJIIOJICHUH CBUJICTEILCTBYIOT O HAPACTAIOIIMX BO3MOXKHOCTSIX JIANIAPOCKOMUYIECKOW METOIHKH
nedyenus aereit ¢ DSD. B nuccepranuu moapoOHO pacCMOTPEHBI BOMPOCH BO3PACTHOTO acTeKTa
Hayalla XUPYprU4ecKoro JIeYeHMs], MOKa3aHWil K MPOBENCHUI0 OWONCHH TOHAJAaTbHOW TKaHW,
METOJIaX JAMArHOCTUKH M CHOC00aX KOPPEKIMH BBISABICHHBIX IOPOKOB pPAa3BUTHS OPraHOB
PENPOYKTUBHOM CHUCTEMBI, BBHITTOJIHEHHUSI CUMYJIbTAHHBIX OMEpPallMi U TAKTUKHU MPHU MEPBUYHOM
BBIsIBIICHUM Tpu3HakoB DSD BHe crnenuamu3upoBaHHOTO craruoHapa. [IpuMensiemblie Hamu
TaKTUYECKUE pEUICHUs] MPU JUArHOCTUKE M KOPPEKLUMU aHOMAaJud OpPraHoB PENpOIyKTUBHOMN
cucteMbl y aereit ¢ DSD ¢ ydyeToM BO3MOXHOCTEH COBPEMEHHOU JanmapOCKONUYECKOW TEXHUKH
MO3BOJISIOT YAYUIIUTh PE3YyIbTaThl XUPYPTUUECKOTO JICUCHUS MAIUEHTOB JAHHOUM TPYIIIBI 32 CUET
BHepeHus nuddepeHIMpOBaHHOTO TOIX0/1a K 00beMy oniepartuu. [IpeaiokeHHbIe BBIIIE PEIICHUS
00yCIaBIMBAIOT BHICOKYIO CTETNICHb YIOBICTBOPEHHOCTH PE3yIbTaTaMHU XUPYPTHUECKOTO JICUCHUs
MalMeHTOB ¢ JaHHOW martonorueid. CTaHOBUTCS OYEBUAHOW HEOOXOJMMOCTh MOBBIIICHUS
MH()OPMHUPOBAHHOCTH CIELUATIUCTOB U XUPYProB OOIIEH MPaKTUKHA O COBPEMEHHBIX COoco0ax U

MeToAaX KOPPEKINHA aHOMAJIUI OPraHOB PENpPOAYKTHUBHOM cucTeMsl y nerer ¢ DSD.
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3AKIIIOYEHUE

W3yuuB mnpejacTaBieHHBIH B HayyHOW JIMTEpaType OIBIT OTEYECTBEHHBIX U 3apyOeKHBIX
CIELIUAINCTOB, ObUI BBIABIEH P MPOTHUBOPEUYMM B MCIOJIB3YEMbIX ABTOPCKUMHU KOJUIEKTUBAMU
TAKTUYECKUX IOAXO0/AaX K 00BEMYy XUPYPIUYECKON KOPPEKLMHU IOPOKOB PA3BUTHUSI BHYTPEHHUX
OpPraHOB PENpPONYKTHBHOHM cHCTeMbl, CBOWCTBEeHHBIX DSD. B psne myOnukanuii peKoMeH10BaHO
IPUMEHEHHE PpACIIMpPEeHHOro mojaxoja K o0beMy omepanud, 4Yro 0OOCHOBBIBAETCA
HEOOXOAMMOCTBIO JIOCTOBEPHOI'O yJajleHHsl IaTOJOTMYHOM TOHAJaJbHOH TKaHM M MaJoi
(YHKIMOHATIBLHON 3HAYMMOCTBIO YIAIIEMBIX JICPUBATOB MIOJUIEPOBBIX MPOTOKOB. B mpoTHBOBEC
JAHHOMY MHEHMIO, OTMEYAETCsl HapaCTaHUE YUCIa COOOIIEHUM, CBUJIETENIbCTBYIOIINX O IIMPOKOM
pacIpoCTpaHEHUH  OPraHOCOXPAHSIOIIMX  ONEpalMi, BBIIOJHAEMBIX C  MHUHUMAJIbHON
TpaBMaTU3alUEeNl CTPYKTYp BHYTPEHHHX IIOJIOBBIX OpraHoB. B CBA3M C BBIABICHHBIMU
IIPOTUBOPEUYUSIMU  NIPEJACTABISIETCI HEOOXOJUMBIM OTMETHUTh COBPEMEHHBIE IPHUOPUTETHI
xupypruueckoro jiedeHus: nauueHtoB ¢ DSD. Tlonoxenuem MexayHapoaHOro KOHCEHCYyca IO
TakTUKe JieueHus nanueHToB ¢ DSD ot 2006 rona omnpeneneHo, 4TO OCHOBHBIM IPHUOPUTETOM
XUPYPrU4eCcKOro jiedeHus nanueHTos ¢ DSD sBnsiercs ncuxocounanbHas agantanys NalueHTa B
OIIpeJIeJIEHHOM T10JI€, a IPEANOYTEHHE CTOUT OTAABAaTh METO1aM, 00ECIIeYNBAIOIIUM BO3MOKHOCTb
coxpaHeHHs (EpPTUIBHOCTH, TIPU YCIOBHH JIOCTOBEPHOTO WCKIIOUEHHS] pPHCKA Ppa3BUTHS
HEOIUTACTUYECKUX IPOLECCOB U IATOJIOTMYECKOM TOPMOHAIBHOM cekpeuuu. B coorBeTcTBUM €
JAHHBIM MOJIO’)KEHHEM, BO3HMKJIA HEOOXOJUMOCTb IMEPEecCMOTpa TAaKTHYECKUX U METOAMYECKHX
aCIEKTOB KOPPEKLIUU aHOMAJIMK BHYTPEHHHUX OPraHOB PENPOAYKTUBHOM CUCTEMBI y neTei ¢ DSD,
o0ecrieurBaeMbIX COBPEMEHHOM HaydyHOW 0a30i1 W YpOBHEM pa3BUTHUS JIAIAPOCKOIMUYECKON
TEXHUKH.

ComnocTaBuB JaHHbIE HAyYHOU JIMTEPATYphl M MPOBEIS KPUTHUECKUN aHAJIM3 COOCTBEHHBIX
MPAKTUYECKUX PE3yJbTaTOB, Mbl NMPUILIN K YOEKIEHHIO, YTO COBPEMEHHBIH ypOBEHb pa3BUTHS
JANapoCKONUKM 00€CreYMBaeT BO3MOXHOCTh NPHUMEHEHUS HHIMBUIYaJbHOTO I0/IX0Ja THpuU
XUPYPTHUUECKOW KOPPEKIIMY AHOMAJIMI BHYTPEHHUX OPTaHOB PENPOIYKTUBHON CHCTEMBI y JIETEH C
DSD. Buenpenue WHAMBHIAYalIbHOTO MOAXOJa K OOBEMY oOINepalid U COBEpIICHCTBOBAHUE
METOAMK OKa3aHUs XMPYPTUUECKOT0 MOCOOHS IPEAONPENESIIUIN YAOBIETBOPUTEIbHBIE PE3YIbTaThl
nedenus. [Ipu noaBeieHNN UTOTOB BHIITOJIHEHHOM paOO0ThI MpeACTaBIAETCS HEOOXOIUMBIM CENaTh
PAI 3aKTF0YSHUH, 00ECTIeYMBAIOIINX BHICOKYIO 3 (DEKTUBHOCTD JICUCHHS.

B npaktudeckoil nesTenpHOCTH  HambOosee YAOOHBIM MPHU3HAHO  HCIOJIb30BAHUE
KJ1accu(UKalMu, OCHOBAaHHOM Ha HO30JI0I'MYecKoi (popMe MaToJoruu, ¢ yKa3aHHeM KapHuoTHIA U

CTENEHW BHUPWUIU3AIMK HAPYKHBIX TIOJOBBIX opraHoB 1o Von Prader. Jlamnbni moaxon
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IIPEIOCTABIIAETCS ONTUMANIBHBIM JIJIS1 B3AUMOJICHCTBUS BHYTPU MYJIbTHIMCLHUIUIMHAPHONW KOMaH bl
CHELUAIUCTOB U MO3BOJISIET COCTABUTH JOJITOCPOYHBIN IIJIAH JICUCHHUS.

VY CTaHOBIEHO, YTO UCIOJIb30BAHUE SHIOXUPYPIrUUECKUX METOJOB JIUATHOCTUKU U JICUYEHUS
nereit ¢ DSD Bo3MOxHO mpH 1000 opme marosoruu, Tpedyromeld MHTPaadIOMHHAIBHOTO
BMELIATEIbCTBA. 3HAYMMBbIM MOMEHTOM SIBISIETCSl JIOCTOBEPHOE YCTAHOBJIEHHE W3MEHEHUI
aHaTOMO-TONOrpapUUECKUX COOTHOIICHHH OPraHOB MAJOro Ta3a, COMPOBOXKAAEMOE SBJICHUSMU
JTUCIUIA3UA TKAaHEH MOYENOJIOBOM CHUCTeMbl. B IpeACTaBIEHHBIX YCIOBHSIX NEPBOCTEIIEHHOE
3HaYeHHWE MpPUOOpeTany MPEUMYIIECTBa, oOOecleunBaeMble MPUMEHEHHEM COBPEMEHHOM
JIANapOCKOMMYECKON TEXHUKH: JOCTOBEPHAsl BU3yalU3allis OPraHOB PENPOYKTUBHOW CUCTEMBI U
MaJiblii TpPaBMAaTH3M ONEPALUH.

BHenpenue B MpakTUYECKyIO [EATEIbHOCTh HAy4YHO OOOCHOBAaHHOW Kiaccu(pUKaluu
MATOTUCTOJIOTHICCKIX M3MCHEHHI TOHaIanbHOU TKanu y nanuenTos ¢ DSD Nistal M. et al. ot 2007
roja IO3BOJIWJIO CONOCTaBUTh WU CHUCTEMaTHU3UPOBATH BBIABISAEMBbIE MaKPOCKONUYECKHE U
TUCTOJIOTMYECKUE U3MEHEHUS TOHA, YTO, B CBOIO OYEpEb, IIO3BOJMIIO PAL[MOHATIBHO OIPENEIATh
nokazaHus K O6uoncuu. OCHOBHOHM 1LI€Tbl0 3a00pa TMCTOJIOIMYECKOro Marepuasa Uil U3y4eHHs
SBJIETCS HEOOXOAMMOCTh HCKIIOUEHUS MEPCUCTEHINH HU3KOAU(D()EepEeHIIMPOBAHHBIX KIETOK B
rOHaJiaXx, HE HMEIOLIMX BBIPAKEHHBIX IPU3HAKOB JUCTE€HE3a, a TAK)KE BBIBICHHE TEUCHUS
HEOIUTACTHYECKUX MpoIieccoB B Hell. [IpoBeaeHne Ouoricun ronaiaabHOM TKAHU B CIIydae HATYUs
BU3YaJIbHO  OIpeNeNsIeMBbIX  JOCTOBEPHBIX  IPU3HAKOB  JIUCTEHe3a  HelenecooOpasHo.
HeoGocHoBaHHBIH 3a00p TMCTOIOTMUECKOr0 MaTepuaia JUIsl U3y4eHUs BeeT K KOJIUYECTBEHHOMY
YMEHBIIEHNI0 (DYHKUMOHAIBHOM TKAaHM, TOBPEXKJIEHUE KaICyJdbl TOHAaJbl IPOBOLHUPYET
MMIUIAHTAllMOHHOE PAaclpOCTPAaHEHUE BO3MOXKHO TEKYILEro HEOIUIaCTUYECKOro Ipolecca U
HapylIlaeT apXUTEKTOHUKY FOHAJbl. AKIIEHTUPYEM BHUMaHHUE, YTO I MOIYYEHHS TOCTOBEPHBIX
pe3yabTaToOB OMONCHM HEOOXOJUMO COOII0AaTh METOAMKY 3a00pa rMCTOJIOTHYECKOTO MaTepHara,
HCIIOJIB30BAaTh COBPEMEHHBIN JIAAPOCKONWYECKUM WHCTPYMEHTAapuil W HMMETh B IITAaTe
MO/ITOTOBJIEHHBIX CIIEIUAINCTOB-TUCTOJIOTOB.

IIpu BbIHECEHNHU MOKa3aHUN K XUPYPTHUECKOMY JIEUEHUIO Y NManueHToB ¢ DSD ocHOBHBIMU
TOYKAMH TIPUJIOKEHUS OINEPATHBHBIX YCUJIMHI SBJSUINCH IAaTOJIOTMYHAs TOHAJalbHAas TKAaHb W
JIepUBAThI MIOJIJIEPOBBIX TPOTOKOB.

VY opueHTHpPOBaHHBIX B )KEHCKOM I0JI€ MallMEHTOB, C IeJIbI0 00ecrieueHus: Hanbosee MoJIHOM
MICUXOCOIMAJIbHON alanTallii ¥ TeHIEepPHON caMOMIeHTU(UKALIUY, MTPEJICTABISAETCA aKTyaJIbHbIM
paccMOTpPEHHE BOIIPOCAa O BO3MOXKHOCTH COXPAHEHHUS JIEPUBATOB MIOJIJIEPOBBIX MPOTOKOB. Jliis

JOCTH>KEHHS TIOCTABJIICHHOW LEIW NPU XUPYPrUUYECKOM KOPPEKIUU NPEICTABICHHBIX AHOMAJIUN
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BHYTPEHHUX OPraHOB PEIPOJYKTUBHONW CUCTEMBI Yy OPUEHTUPOBAHHBIX )KEHCKOM I10JI€ TIALIUEHTOB
UCIOJIb30BAJIMCh METOJUKHU, 00ecreunBarolie COXpaHEHHEe MaTKU U HIaJidliee OTHOIIEHUE K e
CBA30YHOMY alllapaTy U OpuaaTtkamM. ATpe3Hs IMOJIOBBIX IyTEH M JUCIUIACTUYECKUE U3MEHEHUS
MaTku y aered ¢ DSD He npuBOJAT K pacIIMpeHHIO TIOKa3aHUH B MOJIb3y THCTEPIKTOMUU, TaK KaK
IIpY  JOCTUKEHUU MAllMEHTOM COOTBETCTBYIOLIEIO BO3pacTa IIPOBEIECHUE KOJbIIONOd3a U
COOTBETCTBYIOIIAasi TOPMOHAJbHAS Tepanusi O0EeCIeuynBal0T BO3MOKHOCTh MEHCTpPYallMH, YTO
MIPUBOJUT K O0Jiee MOTHOM afanTaliy MalueHTa B )KeHCKOM MoJie. PUck TucTonuu naToJoruyHon
TFOHAJAJIBHON TKaHU MCKIKOYAJICS IIyTEM TIIATEIbHOM BHU3yalM3allud OKPYKAIOLIMX OPraHOB,
CHCTEM M TPOCTpaHCTB. [IpM HEOOXOOMMOCTH TOHAJIKTOMHS MPOBOAMIACH €AUHBIM OJIOKOM C
MaTOYHBIMH TpyOamu. B mpencTaBieHHOM HAOMIOACHUM HAMHU OMHUCAH OJMH CIy4ail MpOBeICHUS
TUCTEPIKTOMHUM Y MMALMEHTa € >KEHCKOM MCUXOCOIMAIbHOW OpUEHTALMEH. YJalleHue MaTKU B
JAHHOM HaOIIOICHUN ObLI0 IIPOJIUKTOBAHO peLnIMBUPYIOIIEH obnuTeparnuei
HEOKOJIBIIOAHACTOMO3d, CO3JaHHOIO JIAIAPOTOMHBIM JOCTYIIOM II0 MECTY JKUTEIbCTBA. Y
OCTAJIBHBIX IIALIUEHTOB, OPUEHTUPOBAHHBIX B JKEHCKOM IIOJIE, OIIEpaTUBHOE JICUYCHUE
OCYILIECTBIISUIOCH B TMOJHOM 00BbEME C COXpaHEHHEM MAaTKH, YTO CBUAETEIHCTBYET O BHICOKOM
MOTEHIMAJE JIAMAPOCKONMNYECKON METOAUKUA KOPPEKLMH aHOMAJIUW OPraHOB PENpOAYKTHUBHOMN
cuctemsl y aerei ¢ DSD, obGecrieunBaromieil MaTIoTpaBMaTUYHOE U BRICOKOA((EKTUBHOE JICUCHHE.

IIpn omnpeneneHnMM TaKTHMKA XHPYPrUYeCKOrO JIEUEHHsS IAUEHTOB C  MYXCKOH
NICUXOCOIMAIbHOM ~ OpHEHTAle Hay4yHbIM COOOIIECTBOM  IpPH3HAETCs  HEOOXOIUMOCTh
a/IeKBaTHOW TPAHCIO3UIMKM COXpPaHAEMbIX TeCTUKYJ. OTKa3 OT MpOBEIEHUS BEHTPOUKCALUU B
MoJIb3y 00S3aTeNbHOTO HM3BEACHUS COXPAHSAEMBIX TECTUKYJI B MOIIOHKY 0OecreynBaeT
(U3MONOrMYHbIE YCIOBUS (YHKIIMOHUPOBAHUS TOHAJAIbHOM TKaHU, CHH)KAET PUCK pa3BUTHUS
HEOIUTACTUYECKUX TPOILIECCOB, a TaKKe OINpeaesseT ICUXOJIOrHYecKuii KoMQopT marueHra.
Craenyer OTMETUTH TOT (aKT, YTO MOIIOHOYHOE PACIIONIOKEHHE TECTUKYJ oOecreunBaeT Oolee
JUINTEIbHOE COXpPAaHEHHE CHEPMAaTOTeHHOM (YHKIMU TOHAJ BCIEACTBHE CHUKEHHS CKOPOCTH
HACTYIUICHUsS] Jer€HEepaTUBHONW WHBOJIOIUM TECTHKYJ, YTO BIIEYET 3a COOON MOTEHIMAIbHOE
yBenuueHue (epTuabHOM crnocoOHOCTH manueHTa. [Ipy 3TOM BakKHBIM MOMEHTOM SBIISETCS
JIamapoCKOMMYECKasi OLlEHKa Pa3BUTHsI TECTUKYJISIPHBIX COCY/I0B Kak (akTopa, ClIoCOOCTBYIOIIET0
palMOHAIBHOMY DPAaCIIMPEHHUIO NOKa3aHUM B IOJIb3Y OJHOMOMEHTHOM oOpXxomnekcuu. B ciydae
HEBO3MOKHOCTH OJHOMOMEHTHOI'O HM3BEICHHS TOHAJ, NPUMEHSATIACh METOAMKA I103TAaIHON
TPAHCIO3ULIUU AUYEK. Y BCEX IMALMEHTOB C MYXXCKOU ICUXOCOLMAIBHON OPUEHTALUEH B CIlydae

BBISABJICHUSA JCPUBATOB MIOJIJICPOBLIX IIPOTOKOB MPOBOANIIOCH UX YAAJICHUC.
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B 3apy06exHol nuTepaType pu ONpeaeIeHUH TAKTUKY XUPYPTrU4eCKOro JISUEHHS TalluEHTOB
¢ oBoTecTHKYJIsipHOH (hopmoit DSD oTmeuaeTcsi HapacTaroiiee Yuciao COOOIICHH O BBIICICHUN
TECTUKYJISIPHOM WJIM OBAapUAJIbHOM 4YacTH TOHAAbl M3 OBOTECTHUCA C COXPAaHEHHEM TOM 4YacTH,
KOTOpasi COOTBETCTBYET I10JIy BOCHMTAHUS NauueHTa. [Ipy 3TOM HamMu He BCTPEUYEHO ONMCAHUS
OTJAJIEHHbIX  pPE3ylbTaTOB  JIaHHOM  TaKTUKU  JICUEHUS. JlanHele ~ COOCTBEHHBIX
MaTOMOP(OJOTUYECKUX  HCCIEOBAaHUN  CBUACTENBCTBYIOT O  IJIYOOKOM  JIUCTeHe3e
OBOTECTHUKYJIIPHOM TKaHU, ONPEACIIAIONIEM BICOKHI PUCK Pa3BUTHSI HEOIUIACTUYECKHUX MTPOLIECCOB
Y HU3KYIO (DYHKIIMOHAJIBHYIO 3HAYUMOCTb.

B nanHoli pabore npoaHaJu3UpOBaHbl BBIABICHHBIE OTIWYMS B TAaKTUYECKUX IOJIXOJaX K
CpOKaM U 00BbEMY XHPYPIHUECKOTO JICYEHHS, MPEICTABICHHBIE AaBTOPCKHUMH KOJUIEKTHMBAMH B
HAy4yHOM JUTEpaType, MPOBEIEHO COMOCTaBICHHE C COOCTBEHHBIMH HapaOOTaHHBIMH
pesyabTatamMi. B COOTBETCTBHMM ¢ TPOBEACHHBIM aHAIU30M C(HOPMYTUPOBAH aITrOPUTM
XUPYPrU4eCKOro JIeYeHHMs] NALUEHTOB C pa3iuuHbiMu  ¢opmamu DSD, mno3Bosstomuit
ONTUMHU3UPOBATH TAKTUKY ONEPATUBHOIO JICUEHUS JAaHHOW I'PYIIbI MallUEHTOB.

ANTOpUTM XUPYPrUYECKONW TAKTHUKH JIAIIADOCKONMMYECKOW KOPPEKIIMHA aHOMAJIWHM OpraHoB

DEIPOAYKTHBHONM CHUCTEMBl V JeTEH ¢  pa3auYHBIMH d)ODMaMI/I HapyIICHUHA  IIOJIOBOH

nuddepeHIUPOBKU;

[ HeoO6xomuMo panHHee HaA4alo XUPYPrUUYECKON KOPPEKIMH TMPEACTaBICHHBIX aHOMAJIUMA
perOHYKTHBHOﬁ CUCTCMbI B COOTBCTCTBHUHU C ONPECACICHHBIM ITI0JIOM IMallUCHTA. I[I/IaFHOCTI/IKa n
JIeYeHUe NMalMeHTa JTOJKHBI HAUMHATBHCS cpa3y Nociie BIABIeHUs pu3HakoB DSD. Bo3MoxxHOCTB
Hayalia XMpypruueckoro JICYeHHs] B paHHEM BO3pacTe, 00ecTeunBaeTCsl MajJoi TPaBMaTUYHOCTHIO
JIAMMApOCKOMUYECKOM METOAMKH. PaHee Hayano JIEYEHHS CHHU3UT PHUCKH, CBSI3aHHBIE C
MEPCUCTEHIIMEN MATOJOTUYHON TOHAAIbHON TKaHH, CIIOCOOCTBYET CBOEBPEMEHHOW M HamOoliee
MOJIHOM aJanTalMy TMalKdeHTa B ONpEAENEHHOM TOJ€ U TMO3BOJHUT HAWIYYIINM 00pa3om
HCIIOJIb30BATh PENapaTuBHbIE CBOWCTBA OPraHU3Ma.

. [TokazaHueM K NPOBEACHUIO THATHOCTUYECKOW JIAIIAPOCKOINMHU OTAEIbHBIM XUPYPTrUUECKUM
BMEIIATENILCTBOM  SIBISIETCA  JE(PUIIUT JAaHHBIX HEMHBA3UBHBIX METOJOB HCCJIEIOBAHUS.
[IpuMeHeHne MaHHOW TAKTHKU COTJIACyeTCs C TOJIOKEHHEM O HEOOXOJUMOCTH TPEIOCTaBICHUS
MAaIMEHTY UKW €T0 NPEACTABUTEIIAM BPEMEHU I IPUHATHUA B3BCIICHHOI'O PECIICHUA O FeH)IepHOﬁ
uaeHTuUKAM pebeHka C ydeToM Bced HMerlelcs WHpOopMalh, B TOM 4YHCIE, O THUIE
HMMEIOLLENCS TOHATAIIbHON TKAHU U CTEIEHU JUCIUIA3UU JEPUBATOB MIOJIJIEPOBBIX MPOTOKOB.

° [IpumeHeHne palnMoOHaIbHOIO MOAXO0Ja K MPOBEACHHIO OWOINCHM TOHAJAIbHOM TKaHU

MO3BOJIIET MCKIIOUYUTh JOMOJIHUTEIBHBIA 3Tall XUPYPTHUYCCKOI'0O JICUCHUA CBA3AHHOI'O C 3360p0M
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THCTOJIOTHYECKOr0 Marepraia. TakThka OrpaHWYCHHOTO HCIIONIB30BAHMS OMOIICHU TOHAJAITBHON
TKaHU OIPEJEISIET CHUKEHUE PUCKA BO3MOKHOI'O PACIPOCTPAHEHUS HEOIIIACTUYECKOIO MpoIiecca,
BO3HHUKAIOIIETO BCIEACTBHE HAPYIIECHUS [EIOCTHOCTH 000JIOUKH MAaTOJIOTHYHOM rOHAIbI, a TaK e
obOecrieurBaeT MOBBIMICHWE (DEPTHIIHHBIX BO3MOXHOCTEH MaIlMeHTa 3a CYET KOJUYECTBEHHOTO
COXpaHEHHUs OBAPUAJIBLHON TKaHU Y MAIMEHTOB OPUEHTUPOBAHHBIX B dKEHCKOM I10JI€ M COXPaHEHUS
ApPXUTEKTOHUKN CEMEHHBIX KaHAJbLIEB COPMHUPOBAHHOTO TECTHUKYJIA Yy MAlMEHTOB C MYXKCKOI
MICUXOCOLMAIBHON OpUEHTALINEH. ObecneunBaemoe JanapoCKonuein MIPOBE/ICHHE
WHTPAONEPANMOHHON BUACO(DHUKCAIINY MTPEACTABICHHBIX H3MEHEHHUI COTTIACYeTCsl C MPUHIIUTIAMHU
JI0KA3aTeIbHOW MEIUIMHBI.
. O6beM ornepannu J0KEH HCKITIYaTh PUCK COXPAaHEHUs MPOTUBOPEYaIIei oIy BOCIUTAHUS
WA JUCTONUPOBAHHON JHCTC€HETUYHOM TOHAJAIbHOW TKaHHW. VCHoJIb30BaHME COBPEMEHHOM
JIANIapOCKOMMYECKON TEXHUKH IMO3BOJISIET MPOBECTH JOCTOBEPHYIO BU3YaJIM3allMI0 BHYTPEHHHUX
OpPraHOB PENpPOAYKTUBHON CHCTEMbI, MPOCTPAHCTB MAJOro Ta3a WU OPIOIIHON MOJOCTH, 4YTO
CIIOCOOCTBYET MOTHOMY YAQICHUIO TKAHEH yrpOkKACMBIX 110 MAIIUTHU3AIUH.
. Xupyprudeckasi TaKTHKa JOJDKHA (OPMUPOBATHCS C YYETOM BO3MOXKHOCTH COXPaHCHHS
dbeprunbHOCTH TanMeHTa. VCmoib30BaHue TanapOCKOMMYECKON TEXHUKH MTO3BOJIIIO PACIIHPUTH
[IOKa3aHUs K IPOBEACHMIO Olepalu B o0bemMe, oOecreunBaronemM (pu3HoI0rHuHOE COXPaHEHUE
CTPYKTYp PpPENpOAYKTUBHOM CHCTEMBl COOTBETCTBYIOIIMX TIIOJY BOCIHMTAHHUS NAlUMEHTa U
MIpeIONPEENAIOMUX UX (EePTUIFHBIE CTOCOOHOCTH.
. ConyTcTByroIass ¥ COYETaHHAs XUPYpPruueckas TMaTOJOTUs MOXET OBITh yCTpaHEHa
MPOBEJICHUEM CHUMYJIbTAHHOW OMEpaluu C y4eTOM STAalmHOCTH JICUEHUS U CYyMMapHOro o0bema
OTIEPAIIMOHHOTO BMEMIATENIbCTBA, YTO TOJTBEPKAACTCS COOOIICHUSMU B OTEYECTBEHHOU U
3apyOeKHON HAyIHOU JIUTEPATYPE, a TAKKE TAHHBIMU HAIIIETO UCCIICIOBAHMUS.
. [Ipu BoisiBneHun mnpuszHakoB DSD y panee He oOcCieIOBaHHBIX MAIlMEHTOB, YAalEHUE
CTPYKTYp PENpOIYKTUBHON CHCTeMBbI 0e3 MOJHOro oOcieloBaHUS Ha MPEAMET YCTaHOBICHHS
¢dopmbl DSD 1 uHGOPMUPOBAHHOTO COTJIACHUS MAlMEHTA UM €ro MPEeACTaBUTENCH HEAOMyCTUMO.
buornicust roHananbHONM TKaHM B HTOM CJIy4yae BBIIIOJHIETCS TOJBKO TMPU OTCYTCTBUU
BOCIAJIUTEHHBIX TMPOIECCOB B OPIOIIHOM MOJOCTH M YJOBJICTBOPUTECIHHON MHUKPOUUPKYISIIUN
TOHAATFHON TKaHU. B JaHHOM cilydae NMPUOPUTETHOW 3a/adeil SIBISETCS Pa3pelieHre OCTPO
BO3HUKIIEH XUPYPrUYeCKON NaTOJIOTUH, IO MIOBOAY KOTOPOU MPEANPUHSTO ONEPATUBHOE JICUEHUE.
[IpoBeneHHasi OleHKa BO3MOXHOCTEM COBPEMEHHBIX METOAOB XHPYPTHUYECKOIO JICUEHUS

nanueHToB ¢ DSD Ha ocHOBe comnocTaBieHHs JaHHBIX OT€YECTBEHHOMN U 3apyOeKHOI InTepaTyphl
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C TIOJYYE€HHBIMHU B XOJI€ HCCJIEIOBAHUSI COOCTBEHHBIMH PE3yIbTaTaMH MIPHUBEIH K PELICHUIO 3a/1a4

HCCIIEIOBAHMSL, UTO M03BOJISIET C(HOPMYIUPOBATH BHIBO/IbI COOTBETCTBYIOLIHE LIEJIN UCCIIEIOBAHMUS.
IIEPCIIEKTUBHBIE HAIIPABJIEHUS JAJIBHEMIIEW PA3PABOTKM TEMBI

JUCCEPTALINN

1. BbpaOoTka TAaKTMKM M METOAOB XHUPYPrMUECKOH KOPpEKLHMH aHOMajWil OpraHoB

pPENpOIYKTUBHOM CHCTEMBl Yy MALMEHTOB C pAa3IU4YHbBIMU (OpMAMU HAPYIICHUS I10JIOBOH

IU(QQPepeHIIMPOBKY TPH  BBISBICHUU TNPU3HAKOB TEUYEHUs HEOIUIACTUYECKUX IPOLECCOB B

[IaTOJIOTUYHBIX OpPraHax U TKaHSX.

2. OmpeneneHue CXeM MIPOBEIEHUS COOTBETCTBYIOIIEH MOy NallMeHTa TOPMOHAIbHON Tepanuu

B IIPEJI- U IIOCJIEONEPALIMOHHOM IIEPHOJaX, B 3aBUCMMOCTH OT THUIIA U KOJUYECTBA IIPEICTABICHHON

TOHAJAJIbHOM TKaHH.

3. Pa3paboTka TmMOIXOJOB K JIEYCHHIO, OOECIECUMBAIOIINX peANU3auuio  (HepTUIHLHOTO

MOTEHIMaJla MAMEHTOB C Pa3IMYHBIMU (OpMaMU HApPYIIEHHS TOJOBOW IU(QepeHIIMPOBKH Ha

OCHOBE COXPAaHEHHOM TOHAJalIbHOW TKAaHU M JEPUBATOB MIOJUIEPOBBIX MPOTOKOB, C YYETOM

COBPEMEHHBIX METOJ0B dKCTPAKOPIIOPAIBLHOTO OIUIOAOTBOPEHUS.

4.  AHanu3 AaHHBIX 1O OCOOEHHOCTSIM IPOBEACHHUS JIANAPOCKONUYECKUX PEKOHCTPYKTUBHBIX

oreparuii, CBA3aHHBIX C KOJBIIONO330M WJIM KOJIBIIOAJIOHTAUMEN Yy MalUEeHTOB C Pa3IMYHBIMU

(dbopMamu HapyueHui GopMHUpOBaHUS MOJA.
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BBbIBO/IbI
1.  CoBpeMeHHbIE TEHICHUMU XUPYPIHUECKOrO JIEYEHHs] AETe C HapyLIEHUSIMH IOJIOBOHN
g depeHIIMPOBKY CBOAATCA K MUHUMU3AIMKA TPABMAaTUYECKOTO BO3ACHCTBUSI Ha OpraHbl M TKaHU
PETPOIYKTUBHOM CHCTEMBI M OOECIICUEHUIO pAaHHErO Hayaja JICYCHHs IalMeHTOB C JIAaHHOMN
narosioruedi. IIpuOpUTETHBIMU HANpPABICHUAMM SBISIOTCS: IICHUXOCOLMAJIBHAS — afanTanus
MallUEHTAa B OINPEICICHHOM II0JIe, CHUKEHUE pUCKA Pa3BUTHS HEOIJJACTUYECKHX IPOLECCOB B
TOHAJAIbHOM TKaHH U, IO BO3MOXHOCTH, COXpaHEeHHE (PepTUIIHHOIO OTEHI[MaNa peOeHKa.
2. OnruMuzanus MOAXOIOB K TaKTUKE XMPYPrMUECKOM KOPPEKLMU aHOMAaJIMM BHYTPEHHHUX
OpPTraHOB PENPOIYKTHBHON CHUCTEMBI Yy JAETeH C HapyIIeHUSMH TOJOBOW Au(QepeHInpOBKU
3aKJIIOYAeTCsl B OIpeNeNeHUH WHAWBHIYaIbHOTO IUIAHA OMNEPATUBHOTIO MOCOOMS B CTPOTOM
COOTBETCTBUH C OCHOBHBIMH TPUOPUTETAMHU XUPYPTUUECKOIO JIEUEHUSI JAHHOM IPYIIIIbI TALIMEHTOB
Ha OCHOBE COBPEMEHHBIX BO3MOYKHOCTEH JIallapoCKOMUYecKoro oo6opyaoBanus. (OcHoBamMH
3G HEKTUBHOCTH XUPYPTHUYECKOTO JICUCHHUS CITYKAT: BBICOKAs IOCTOBEPHOCTB JIAMTAPOCKOITNYECKOM
JUArHOCTHKH, Majas  TPaBMAaTUYHOCTh  XHUPYPrHUYECKOro  mocoOus,  BuAeopuUKcalus,
o0ecrnieunBaroIas JA0Ka3aTeIbHyl0 0a3y, BO3MOKHOCTh OJHOATAMHON KOPPEKIIMH COBOKYITHOCTHU
MPEACTABICHHBIX aHOMAJIMI pa3BUTHUS U COMYTCTBYIOILIEH MTaTOJIOTUU.
3.  BbIpaOoTaHHbIE COBPEMEHHBIE METOAMKHU JAMapOCKONMUYECKON KOPPEeKUHMH aHOMalUn
pa3BUTHS OPraHOB PENPOAYKTUBHOM CUCTEMbI Yy J€T€d C HapyUICHUSMH IOJOBOM
UG QpepeHIMPOBKY  MO3BOJSIOT ~ YYUTHIBATh  BO3PACTHBIE W aHATOMO-TONOrpaduyeckue
0COOEHHOCTH TMAalMEHTa, JOCTOBEPHO YAAJIMTh IATOJOTMYHBIE OpraHbl M TKaHHW, a TaKxke
o0ecneunBarOT (PU3NOJIOTHYECKOE MOJI0KEHHE COXPAHAEMBIX CTPYKTYP U MUHUMU3UPYIOT PUCKH
MHTpAa- U MOCIEONEPALUOHHBIX OCIOKHEHHN.
4.  Beicokas 3(eKTUBHOCTb U MaJlasi TPABMAaTUYHOCTD JIANTAPOCKOIMUECKOW METOTUKH JICUSHHSI
NAIMEeHTOB C HapYIICHUsMH NOJ0BOH AuddepeHnpoBKY ONpeAessoT paclIupeHne MoKa3aHui K
CUMYJIbTAHHOW KOPPEKLUUH COMYTCTBYIOIIEW M COYETAHHOM NATOJIOTMM y JEeTed C Y4YETOM
CyMMapHOW XUPYPTHYECKOW TPaBMbI, UMEIOIIETOCs TOCTYTA U 3TAITHOCTH ONEPATUBHOTO JICUYEHUS.
5. IlepBuuHOE UHTpAOIEPALMOHHOE OOHApY>KEHHE MPU3HAKOB HAPYIIEHUS IOJOBOU
(g QepeHIIMPOBKH Y paHee He 00CIeIOBaHHBIX MAIlMEHTOB OIpeJeNIeT TaKTHUKY, HAlPaBICHHYIO
Ha YCTpPaHEHHE OCTPOM XUPYPIMYECKOW NATOJOTMM M ONHCAaHUU MPEACTABICHHBIX aHOMAaJIU
OpPraHoB pENpPOAYKTUBHOMW CHCTEMBbI. PelieHne O TakTHUKE JI€YeHUs HApyUIEHUsI T0JIOBOU

,Z[I/I(I)(I)CpCHI_II/IpOBKI/I MNPUHHUMACTCA HAa OCHOBAHUHN KOHCUJIMYMaA I'PYIIIIbI CIICIIUAJINCTOB.
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[NPAKTUYECKHUE PEKOMEHIAIIMN
1. CrpykTypH3alMi0 HO30JO0rMYecKMX (OpM HapylleHUil moyoBoi aup(epeHIUpOBKU U
COOTBETCTBYIOLINX U3MEHEHHH rOHaJalIbHON TKaHU HEOOXOIMMO OCYILECTBIIATh HA OCHOBE €IMHON
HOMeHKJaTypbl. Hanbonee npakTHYHBIM NPEACTABISIETCS YKa3aHUE B IMArHO3€ HO30JIOTUYECKOM
(OpMBI TaTOJOTHH, KAPUOTHUIIA MAIIMEHTA U CTEIICHW BUPWIN3ALUN HAPYKHBIX MOJIOBBIX OPTaHOB
no Von Prader. Onpenenenue Tuna roHaJabHOW TKaHU 11€J€CO00pa3HO MPOBOJUTH HAa OCHOBE
KJIacCU()UKALMU TATOTMCTOJOTUYECKUX HW3MEHEHMH TOHAaJaJlbHOW TKAaHM Yy MALUEHTOB C
HapymeHusIMU 11oJ10Boi nuddepennuponku Nistal M. et al.
2. OOcnenoBaHue U JICYCHUE MMATUEHTOB C HAPYIICHUSMH MOJIOBOU TN (HEPEHITUPOBKH TOIHKHO
ObITh OCHOBAaHO Ha MYJIbTHJIUCHMIUIMHAPHOM IOJIXOJE, C YY€TOM BO3MOXHOCTEH COBPEMEHHOU
JanapoCKONMUYECKOW TEXHUKH, BBICTPOEHO B COOTBETCTBHM C NPUOPUTETAMHU XHUPYPrUYECKOIO
JIeYeHHs] TANMEHTOB C HApyMICHUSAMU TMOJOBOKH Au(QPEepeHIUPOBKH, YYUTHIBATh HAJIMUNE
COIYTCTBYIOIIEH M COYCTAHHON TATOJIOTHH, a TAaKXXE BO3MOXHYIO HEOOXOIUMOCTHh ITaITHOM
KOPPEKLMHU MIPEICTABICHHBIX aHOMAIMI. B COOTBETCTBUM € JAHHBIMU YCIIOBUSMHU MIPEICTABISAETCS
palMoHaNbHBIM MPOBOJAMUTH JIEYCHHE NAMEHTOB C JIAHHOM MAaTOJIOTMEH TOJNBKO B KPYIHBIX
pETMOHANBHBIX  IEHTpax,  OOJAJaloUIMX  BBICOKOTEXHOJIOTMUYECKUM  OCHAIlEHUEM U
MHOTOITPO(QUIBHOM TPYIITON CHEIIHATHCTOB.
3.  PexkoMeHnpayercs MpaKTHKOBaTh LIAJASIINE METOAUKN XUPYPTUUECKON KOPPEKIUN aHOMAJIUN
BHYTPEHHUX OPraHOB pEHNpPOAYKTUBHOM CHUCTEMBI y J€TE€d C HapyLICHUSMU IOJIOBOM
muddepeHMpoBKH. buorcus roHaganbHONW TKaHM TIOKa3aHa C IEJbI0 BepU(UKAUM TUIA
TOHAJAJIbHOM TKaHU WM UCKJIIOYEHMs TEUEHUS HEOIJIaCTMUECKUX IpoueccoB. [Ipu BU3yampHOM
BBISIBJIEHMM OJHO3HAYHBIX IPU3HAKOB JHCI€HE3a WIM OINpEAeIeHUH NPOTHBOpEYalel Moy
TOHAa/Ibl OCTeHAS yaaseTcs 6e3 HapyLeHHs! EIOCTHOCTU CTPYKTYphI. Mcronb3yeMble moIX0bI
JANIapOCKOMMYECKON KOPPEKIMH IOPOKOB Ppa3BUTHS BHYTPEHHUX OpPraHOB pPENPOAYKTUBHOMN
CHCTEMBI JIOJKHBI 00ecTeunBaTh JTOCTOBEPHOE yAAJEHUE UCTE€HETUYHBIX WM MPOTHBOpPEYAINX
[0JIy BOCHUTAHMS MalUeHTa CTPYKTYp, HCKJIIOYEHHE pHUCKA pPa3BUTUS HEOIIACTUYECKUX
MPOIECCOB, (DU3MOIOTUYECKOE PACIONIOKEHUE COXPAHHBIX OPIraHOB, MPUMEHSTHCA C YYETOM
MOTEHIMAILHON (PepTHUILHOCTH MAIUEeHTA.
4. HeobxomuMo TmpoBeneHHE IIHUPOKOro HH(GOPMUPOBAHMUS Bpauell  XUPYPrHUECKUX
CHEIHATbHOCTEH O HEOOXOJUMOCTU MPOSBIATH HACTOPOXKEHHOCTh B OTHOLIEHUM 3a00JeBaHU,
CBSI3aHHBIX C HApYyLIICHUSIMU TOJOBOH UG (PEPEeHIIMPOBKH, OCOOEHHO B CIIyyae BBISBICHUS
aHOMaJIMil CTPOEHHs HapY)KHBIX IIOJIOBBIX OpraHoB. lIpM nepBMYHOM HMHTpaAONEPALMOHHOM

BBISIBJICHHM NPU3HAKOB HapyIIeHUs (OPMUPOBAHMS 10OJa PEKOMEHAYEM MPOBOAUTH THIATENbHOE
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OIMMCAaHWE BBISABICHHBIX W3MCHCHMH M HE BBIIIOJHITH OpTraHOYHOCAIIUX onepaunﬁ 0e3

HH(bOpMHpOBaHHOFO corjiacud rnmangucHTa Ui €ro HpeHCTaBHTeHeﬁ.
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CIIUCOK COKPAILEHUIA.

SaRD2
SaRD2-deficien
AKTT

BJAKH

BIIII
BIIO
JI'T

UM

MU®
HIIO
CIIT
Y31
yIc
[JIK
9KO

AIS (Androgen insensitivity
syndrome)

CAIS (Complete AIS)

DSD (Disorders of sex
development)

MDD (Miillerian duct derivatives)
MGD (Mixed gonadal digenesis)
OT-DSD (Ovotesticular DSD)

PAIS (Partial AIS)

PMDS (Persistent Miillerian duct
syndrome)

SRY (Sex-determining region Y-
chromosome)

S-anbda-penykraza
Hedunut Sa-penykrassl Il Tumna.
AJIPEHOKOPTUKOTPOIHBINA TOPMOH

Bpoxnennas ~— aucyHKUIHMS ~— KOPKOBOTO
HaJIMOYEYHUKOB

BropuuHsie 110J10BbIE TPU3HAKH.
BHyTpeHHUE 10J10BbIE OpraHbl
JuruaporectocTepoH

I/IMHy.]'ILCHaH JOINICPOMETPHUA

MrosmepuHrHOUpyrOIuil hakTop
HapyxHbie monoBbie OpraHbl
Cungpom llepemeBckoro-TepHepa
VYbTpa3sByKOBOE HCCIIEI0BAHUE
YporeHuTanbHbI CUHYC

[[BeTHOE OMIIEPOBCKOE KAPTUPOBAHUE

DKCTpaKOPIOpaNIbHOE OIIOJOTBOPEHUE

BE€HICCTBA

CI/IHI[pOM HapyYICHUA YYBCTBUTCIIBHOCTU K aHAPOTrCHaM

[TonHast popma TecTUKYIAPHON peMUHU3AINH

Hapymenue nonosoit tuddepeHnpoBKu

JlepuBaThl MIOJUIEPOBBIX TPOTOKOB
CwMmeranHast popma IUCTeHe3UU TOHA

OBorecTukyisipHas ~ ¢opmMa  HapyIICHUs
g depeHIUPOBKU

OJIOBOH

YactruyHas popma TECTUKYISIPHON peMUHU3AINH

CI/IHIlpOM NEepCUCTCHIIUN ACPUBATOB MIOJIJ'ICpOBLIX

MIPOTOKOB

Jlokyc Y-XpOMOCOMBI I€TEPMUHUP YOI MO
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