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MHOXECTBEHHBIMA HENPO®PUBPOMAMMHU TYJIOBUIIA U KOHEYHOCTEN
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®I'BOY BO Taepckoii rocyiapcTBeHHbIH MeIMIIMHCKHI yHUBepcuTeT MuH3ApaBa
Poccun

HeripoguOpomaros siBiisieTcsi ayTOCOMHO-IOMMHAHTHBIM MOHOTE€HHBIM 3a00JI€BaHUEM U
OCTaeTCs aKTyaJlbHOM MPOOJIEMON MEIUIIMHBI CO BPEMEHHU €ro rnepBoro onucanus B 1882 romy
yuennkoM Pynonbda BupxoBa @Ppuapuxom ¢oH PexnamHrxay3eHom, 1Mo HUMEHH KOTOPOTO
3a0o0JeBaHNe JIONTHE TOJbl U HA3BIBAIOCH «00JE€3Hb PekiMHrxay3ena» win «mnepudepuaeckun
Herpogudpomarosy.

Henp wucciaenoBaHMsA: paccMOTPETh KIMHUYECKUH ciay4yail peakod BpOXKJIEHHOM
[IATOJIOTUM B JUHAMMKE €€ pa3BUTHsI, HAUMHAs C TSDKEIOHW BPOXKIEHHOM AMCIIIa3UU BEpXHEH
JeBOM  KOHEYHOCTH (MakpoMenus) W TOCIeAyomero (OpMHpPOBAHUS  TUTAHTCKUX
MHO>KECTBEHHBIX HEHPOHUOpOM.

MarepuaJjisbl 1 METOIbI

Tonorpago-anatoMmuueckoe, PEeHTTEHOJIOTHYECKOe M THCTOJIOTUYECKOE HCCIIEIOBaHUE
aMIyTUPOBAHHOM  JIEBOM BEpXHEH KOHEYHOCTH; IAaTOTUCTOJOTMYECKOE  MCCIIEI0BaHUE
HepopuOpoM rpyiHOM KIETKH, FOJIEHU U CTOIIbI; TECTUPOBAHUE 110 OPOCHUKY KauecTBa KU3HU
SF-36, no Tumy otHomenus k 6one3nn (JIOBN), mo meroguke CAH.

Pe3yabTaTsl M 00Cy:KICHHE

B Hos6pe 2011r. 6onbHast I'. noctynuiia B 00JaCTHYIO KIMHUYECKYIO O0IbHULLY I. TBepu

C IMAarHO30M BPOKJIEHHONW MAaKpOMEIINU — PEAKON BPOKIEHHOW aHOMAJIMU KOHEYHOCTH, KOTOpast
nposiBisIach Tpyooit nedopmanmenf, 00JIE3HEHHOCTbIO M BBINAJEHUEM BceX (YHKIMH JIEBOH
BEpPXHEH KOHEYHOCTH, NPHUUMHSAIOMIENH MopanbHble M ¢u3nueckue crpaganus. KoHcunnym
Bpauet OKDB, npuHsB BO BHUMaHME TsKecThb 3a00JieBaHMs, MOJOAON BO3pacT MALUEHTKH,
HEBO3MOXXHOCTh IPHOOpETeHUs: Npodeccuu, OTCYTCTBHE COIYTCTBYIOIIMX 3a00jieBaHUH U
OTArOILEHHBIM CEMEHMHBIM aHaMHE3, I[0CJI€ KOHCYJIbTallMM IICUXOJIOTa PEKOMEH0BAJ
IIPOBEJICHUE OINEpalMy aMIyTallud JIEBOM BEPXHEM KOHEYHOCTH, BbIMosHeHHOM B OKDB Ha
ypOBHE BEpXHEW TpeTHu Ijieda, NalUeHTKa ObUIa BbIKMCAaHA MOJ HAOIIOJEHUE XUpypra u
onkounora [{Pb.
Tonorpagdo-anaToMuueckoe McciaeI0BaHne aMIIyTUPOBAaHHOI JIEBOI BepXHEH KOHEYHOCTH OBLIO
IpoBe/ieHO Ha Kadeape Tonorpaguueckor aHATOMUU M OTIEPATUBHON XUPYPTUH U OOHAPYKUIIO
BBIPQKEHHYIO THIEPIUIa3HI0 KOXH, OOpa3yIollyl0 MHOXECTBEHHBIE HEpacHpaBIISIOLINECs
CKJIQJIKU C TOJIMHOM KOXXHOTO MOKpoBa OT 4 10 6 cM. Mplmpsl Iieda U MpeIuieybs
aTpodupoBanbl. HemocpencTBeHHO MOJ TMOAKOKHOM KUPOBOM KJIETYATKOM €O BCEX CTOPOH
wieda OOHapYKMBAJIUCh MATOJOTWYECKH W3BHUTbIE, THIEPTpOoPHUpOBaHHBIE IUMpaTHUYECKHEe
COCyZibl, MHOXKECTBEHHbIEC JTUM(PAHTHOMbI U MHOXKECTBEHHbIE aHEBPHU3MBI BCEX apTEPHATIbHBIX
COCYJIOB TIJI€4a, JJOKTEBOW M JIy4eBOM apTepuit auameTpoM 10 15 mMM. [lonoxxeHune TOKTEBON U
Jy4eBOM KOCTM B cycTaBax ObLJIO HempaBwibHOe. Habmronancst maTtosiornyeckui BBIBUX B
JIOKTEBOM M JIy4e3arsicTHOM cycTaBaxX. CycTaBHbIE TOBEPXHOCTH KOCTEH U CyCTaBHbBIE BIIAIUHBI
ObLH tehopMupoBaHbl. B HUKHEN TpeTH MiIe4eBON U JOKTEBON KOCTEN 0OHApyKEHO OTCIOEHUE
HAJKOCTHULIBI W ONYXOJIEBUJHOE pa3pacTaHHe HAAKOCTHMIIBI U KOCTeH. [ mcrojormyeckoe
UCCIIEIOBaHUE COCYIMCTO-HEPBHOTO IMy4yKa IUIeYa MOKa3ayuo, YTo OMyXOJEBUIHOE 0Opa3zoBaHue
COCTOMT W3 TMEpPEerICTAIOMINXCS COCYI0B, BBICTJIAHHBIX AaTUIMUYHBIMU JHJIOTEIHATbHBIMU
kietkaMu. Cocynpl pazinyaiuch pa3MepoM H ¢GopMor (0T Y3KMX KaHAJIOB 10 KPYIHBIX
COCYIUCTBIX CTPYKTYp). BbIsgBIeHa BakHas TUCTOJOrMYecKass OCOOEHHOCTh — HalIU4yue
NAaNWUISPHBIX  OJISIIEK ATUIUYHOIO DJHJOTENUs, B HEKOTOPbIX OJISIIIKaX —OIpeaenseTcs
LIEHTpaJbHas THUAJMHU3UPOBAaHHAs dYacTb, IPOHUKAIOIIAsg B MpocBeT cocyna. Omyxomnb
METacTa3upyeT B peruoHapHbIe TUM(ATUUECKUE Y3IIbI.



B nexa6pe 2013 roma Bpadam-xupypram OKbBb BHOBb IpHIIIIIOCH CTONKHYTHCS ¢ O0bHOM . B
CBSI3U C OBICTPBIM IPOrPECCUPOBAHUEM T'HTAaHTCKOW MHOXECTBEHHOW HeHpopuOpomsl c
JIOKAJIM3alue Ha TPYIHON KIETKE CJIeBa, MPaBOU ToyieHu U crore. OmyXoiu ObLTH UCCEUCHBI.
[TocneonepaiioHHBIN MEPUO MPOTEKan 0e3 OCIOKHEHUH, 3a)KHUBICHHE paH — IEPBUYHBIM
HATsDKEHHEM. B KadecTBE COMYTCTBYIOIIEH MATOJIOTMM JAMAarHOCTHPOBAHBI KHU(OCKOIHO3,
aMITyTallUOHHAsA KYJIbTS BEpXHEW TPETH JIEBOrO IUIeYa, BPOXKACHHAS NeopMmanus TIpyIHOU
kieTkd. [IpoBeneHHOE MAaTOTMCTOJIOTMYECKOE MCCIEA0BAHUE MOATBEPAMIO MpPEABAPUTEIbHBIN
JMarHo3: HedpopuOpoMa TpyaHOM KIETKH — OIyXOJIEBUIHBIE oOpaszoBaHus 25 X 22 X 5 cwm,
MOKPBITBIE TOHKOW OJIeAHO-CepOl IUIOTHOM SJaCTUYHON TKAHBIO C TMPHIIETAIONIEH >KUPOBOM
KJIETYAaTKON. YBEIMUYEHNE KOKHOIO ITOKPOBA M MOJIOUHOM JKEJIE3bl CBS3aHO C MATOJIOIMUECKUMU
U3MEHEHHUsMHU TKaHel. Ha TolieHn U cTome BBISABICHO OIMYXOJEBUAHOE oOpa3oBaHue 24 x 9 x 3
CM, TIOKPBITOE€ TOHKOW KarCyJoH, I7ie OOHapyXKMBAIOTCS BOJIOKHUCTBIE CTPYKTYpBI: BOJIOKHA,
noniss (ubpo3a, 3HAYUTEITHHOE KOJUYECTBO MEJKHX, KaMWUIIPHOTO THUIA COCYIOB, YTO
COOTBETCTBYET NAaTOTUCTOJIOTHYECKOMY TUArHO3Y «HEeHpopuOpoMa KOXKH roJIeHU U CTOIBD».
Yepes 2,5 roga mocie omepanud MpeACTaBUIach BO3MOXKHOCTh HAmNpaBUTh K OoJbHOH I
cryneHtoB TI'MVY wu3 uymcina ee 3eMIISIKOB, YTOOBI OLIEHUTh OTHAJEHHBIE PpPE3YyIbTaThl
OTIEpaTUBHOTO JIEYCHHsI, OCOOEHHOCTH 3MOIMOHAIBHO-IMYHOCTHON cepbl U XapaKTepUCTUKU
KayecTBa JKU3HHU.

B mae 2016 roga GonbHas ObUla OCMOTpPEHa Ha JOMY MeIUMUMHCKUM paboTHukoMm [IPb.
[Tamentka pmanma 1oOpoBosIbHOE HH(MOPMUPOBAHHOE COTJacHe€ Ha  HCCIENOBaHHE U
¢dororpadupoBanue. /i1 OLIEHKHA COCTOSHUS AMOIMOHAIBHO-TMYHOCTHON C(Ephl MPOU3BEICHO
TECTUPOBAHUE MO OMPOCHHUKY KaudecTBa xu3HU SF-36, Tuna otHomeHus k 6oneznu (JIOBU),
meroanke CAH (camouyBCcTBHE, aKTUBHOCTh, HacTpoeHue). M3 ompoca u HemocpeacTBEHHOTO
HaO0I0/IeHUs1 ObUIO BBISICHEHO, YTO MAIMEHTKA HCIBITHIBAET CIIOKHOCTH B OOILEHUU C JIIOJbMHU,
XOT CpPaBHUTENIBHO C IEPUOJIOM, NPEAIIECTBYIOIIMM OIEPallUy, YYBCTBYET ceOsi aKTHUBHEE,
OCHOBHOE OTpaHUYEHUE IOABUKHOCTH CBSI3bIBAET C OTCYTCTBUEM JieBOM pyku. [lanumenTka
BBIHYX/ICHa IPEUMYIIECTBEHHO HaXOJWUThCA J0Ma, INPU 3TOM (PYHKIMOHAIBHO HEIUIOXO
aJlanTUPOBaHa K MPOCTHIM OBITOBBIM Harpy3kam. CamMa oHa OTMEYaeT, YTO MHOTHE JIIOIH, C
KOTOPBIMH €1 MPHUXOAUJIOCH CTaJIKWUBAThCSA, UYBCTBYIOT ce0Os HEJIOBKO B €€ MPUCYTCTBUH,
YKJIOHSAIOTCSI OT OOLIEHUs, UX COUYBCTBUE WM HEOCTOPOXKHBIE BBICKA3bIBAaHUS OOMXKAIOT, IpHU
TOM UYTO caMa 0oJibHas ['., Haxo1Ch B OOLIECTBEHHBIX MECTAX, YACTO HYXKAAE€TCs B TIOCTOPOHHEN
ITOMOLIH.

[IpeoOnanatomas CTeNeHb OrpaHWYEHUs KU3HM OonbHOM ['. CBsA3aHa C COLHMAIBHBIM
¢ysakuonupoanueM (CP), korna puU3nYecKoe WIM SIMOLMOHAIBHOE COCTOSSHUE OTPAHUYUBAET
COLMAIbHYIO aKTUBHOCTbH (0OmeHue). [ToBcenHeBHas NeATENbHOCTh 3HAUUTENBHO OTpaHUYEHa
($U3NYECKUM COCTOSTHUEM MALIMEHTKHU U 00YCIIOBJIEHA YXYALLIEHUEM SMOLUOHATILHOTO COCTOSTHUS
U3-32 OIyXOJIEBUJHOTO YTOJIIEHHS TNpaBOM HMKHEH KOHEYHOCTH, KOTOPOE BO3HHUKIO B
IIOCJIEONIEPALIMIOHHOM IIEPHO/IE.

WccnenoBanue TUTIONOTHH OTHOIIEHUS K 00JIe3HU ¢ oMoIbio onpocHuka JIOBU BeisiBuiio, 4ro
y mHauMeHTku [. JOMUHUpOBaJl HEBPACTEHWYECKMH TUIN  OTHOIIEHHS K OO0Je3HH,
c(hOpMUPOBAHHBIN Y HEE KaK «UUCTBHIN» C €AMHCTBEHHBIM MUKOM NMpoduis. ITO mpeanoiaraet
MOBE/IEHYECKUE PEAKIMH 10 TUITY «Pa3apaKUTEIbHON CIa0O0CTH» CO BCIBIILIKAMU pa3/ipakeHuUs,
0Cc00EHHO TpH 00X, HEMPHUATHBIX OIIYLICHUAX, HeyAadax JeueHus. Pa3npakeHue Hepenko
M3JIMBAETCsl Ha MEpPBOT0 MOMABIIEroCs U 3aBEpPIIACTCS PACKAssHUEM U YTPBI3EHHSIMH COBECTH.
XapakTepHbl HEYMEHHME U HEXEeJIaHHWEe TepreTh OOJIeBble OILIYIICHHUS, HETepPHeTUBOCTh B
o0cie0BaHUH U JIEYEHUH, HECTIOCOOHOCTh TEPIENNBO *k1aTh o0neryeHus. Ha cMeny Bemblkam
pasipakeHus] NMPHUXOJUT KPUTHUECKOE OTHOLICHHE K CBOMM IIOCTYIKaM M HEOOJyMaHHBIM
CJIOBaM, MPOCKOBI O TIPOIICHUH.

HccnenoBanue SMOLIMOHAIBHOIO  COCTOSIHMS — MAalMEHTKH B ycJIoBHUAX €€  OoJyie3HH
HEIMOCPEICTBEHHO B MOMEHT OOCJIEIOBaHMS C HMCMOIb30BaHueM omnpocHuka CAH obHapyxwmiio



HEONMAronpusITHBIE TEHACHIMA CO 3HAYUTEIbHBIM CHIDKEHHEM YPOBHS CaMOYYBCTBUS,
AKTUBHOCTH U HACTPOCHHUS 110 CPABHEHUIO C HOPMOH.
bonbHON pekoMeHI0BaHO MOBTOPHOE OOCIEAOBaHWE U JieYeHHUE B OOJACTHOM KIMHHUYECKOMN
OonpHUIE T. TBepH, Mpu HEOOXOAMMOCTH M OTIEPATUBHOE.
3akiiroueHue

Takum o0Opa3zom, Bce MposBieHUs HeHpoduOpoMaros3a, Kacaroluecss KOCMETHUYECKHX
nedeKTOB UM OrpaHUYCHUN MOJBUKHOCTU YEIOBEKa, TOMHUMO COMATHYECKON COCTABIISIOIIEH
3JI0pOBbSI, HETAaTUBHO OTPAXKAIOTCSI HAa AMOLMOHAIBHON cepe OONBHBIX, a TaKKe Ha TaKOM
UHTETPAJIbHOM  [OKa3aTeje, KaK KadyecTBO JKM3HM, UYTO CO BCEH  OYEBUIHOCTHIO
MIPOJIEMOHCTPUPOBAIIO MPOBEACHHOE IICUXO0IMAarHOCTHYECKOE HcclieoBaHne 00abHOM I
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