PI'bOY BO «CeBepHblil rocyl1apcTBEeHHbIA MEAUIIMHCKUN YHUBEPCUTET» I. ApXaHIe/JbCK
Kadeapa ceMeMHOM MeIUIMHBLI M BHYTPEHHHUX 00J1€3HEH

HacjieacTBeHHbIE 3200J1eBAHUA CETYATKH Y JeTeH |
BeinonHunu : 3nobunHa O.[., Bepxosuesa A.B. -

Hay4yHbIn pykoBoauTens: K.M.H. PeBta A.M.

AKTYyarnbHOCTb Knnanyeckne nposiBieHWs 3aBuceln oT auarHo3a. Ilpm TPA Ha cpemHel W KpawlHEW mepudepuu
OOHAPYKUBAJIMCH IIMTMECHTHBIC (IO TUITY «KOCTHBIX TEJICI) WA OCCOUTMEHTHBIC O4aKKH B COYCTAHUM
C Y3KHMHM COCyIaMH M BOCKOBHIHBIM JIHMCKOM 3pHUTEIBHOrO HepBa). M3MEHEHHS B MaKyIIpHOU
0o0acT BapbUpPOBAId OT aTrpoPUM HAPYKHBIX CIOEB CETYATKH JO KHCTO3HBIX M3MCHCHUM
(BeIsiBIIsIEMBIE Ha OKT).

M3MeHeHrss 1O 3PEHUSA BKIIOYAIM HMX KOHIEHTPUYECKOE CYKEHHME M HaJIUYME [EHTPATbHBIX
OTHOCHUTEIBHBIX U A0COIIOTHBIX CKOTOM.

Ha O®KM ormeuanu yrHereHue, Kak OTICIbHBIX BHUAOB JPl, Tak M BCE€X BOJH, BIUIOTH IO
Heperucrpupyemoun OPI.

HacnencrBeHHble 3a00JICBaHUSI CETYATKM OOBEAMHSIOT OOJIBIIYH TpyHIly 3a00JICBAaHUM: TaleTo-
petuHalibHbIC a0uTpodun (TPA), KOMOOYKOBBIE (KOJIOOYKO-NAJIOYKOBEIC) IECHTPAIBHBIE TUCTPO(PHUH,
oone3nu becra, JlebOepa, Illraprapara u ap. Yacrora HaciaeICTBEHHBIX 3a00JICBAHHMM CETYATKUA H
3puTenbHOTO HEpBa B PD cocrapisaer 1,8-2,0 caydas Ha 10.000 Hacenenus. XapakTepHO ayTOCOMHO-
JOMMHAHTHOE, ayTOCOMHO-PEIECCUBHOE 7 X-CLEIUICHHOE HaCJIEI0BAHHUE.
JI1s1 Bcex aucTpoduil XapakTepHO OuIaTepalibHOE IMOpaKEHUE, MaHU(ecTalysl OOBIYHO B JIETCKOM U
OAPOCTKOBOM BO3pACTE€, HEYKIOHHO MPOrPECCHUPYIONIEE TEYCHHUE W PaHHSISA HWHBAIWAWA3ALNS
MalEHTOB BCJEACTBUE OTCYTCTBHUS ITaTOICHETHUYECKOIO JieueHUs. JlmarHocTwmka 3a00JICBaHUU
CeTYaTKH TIPEACTABISACT ONpPEACICHHBICE TPYAHOCTH, TpeOyeT IIUPOKOTrO HCIOJIb30BaHUS
BBICOKOTEXHOJIOTUYHOI'O 000PYI0BaHUS U BHICOKOH KBaJIM(PUKAIIMHU CIICIIMAIMCTOB.

Llenb:

MccnenoBaTh KIMHAYECKHUE OCOOCHHOCTH HACICACTBEHHBIX 3a00I€BaHNM CETYATKU Y ACTEU
ApXxaHIeJIbCKOW 00JIaCTH.

MaTtepuanbsl 1 MmeToabl

B HacTos1ee BpeMs Ha JUCIIaHCEPHOM HAOIr0AcHUY B CEeBEPHOM AECTCKOM O(PTaIbMOIOTMYECKOM
nentpe I'AY3 AO «AKOb» naxomutcs 16 gerein (10 geBodek u 6 MaIbdMKOB) B Bo3pacte ot 7 1o 17 jet
(cpemuui Bo3pact 10,8 mer). O0cnemoBanne AeTe BKIKOYAI0: COOp aHaMHE3a, BUBOMETPHIO,
O0()TAJIbMOCKOIIHIO, IEPUMETPHIO, ONITHYECKYIO-KOTrepeHTHYI0 ToMorpaduro (OKT)
INEKTPOPHU3HOIOrndecKoe ucciegopanue (OPM), poroperucTpaiuo N3MEHEHUM INIa3HOI0 JIHA.
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Pe3yneraTthl
y y 3akroyeHue
CTpyKTypa HacClI€ACTBCHHbBIX 3a00JI€BaHUM CETYATKM BEINNIsACIA clIeayomuM oopa3zoM: TPA (DUrMeHTHBIM

PETHUHUT) IUAarHOCTUPOBAHA y 4 MALMEHTOB, B OJHOM ClIy4ae ObLI IIOATBEPKIACH CUHAPOM YIIepa (COYCTaHUE
IIUTMEHTHOI'O PETUHUTA C TYTOYXOCThIO). Halle Apyrux JMarioCTUPOBAIN KOJIOOYKOBYIO / KOJIOOYKO-
MaJI0YKOBYIO0 gucTpoduro (9 ciaydaeB). Takxke 3aperucTpupoBaHo 1o 1 cioydaro Oone3nenr becra u
[IITaprapara. bonbIMIUHCTBO Cay4aeB OBLIO PACICHEHO KaK CIIOPagu4YCCKHUE, HACIEACTBCHHBIN XapaKTep ObLI
IOJATBEPKIACH TONBKO Y 3 nereu. Jluctpoduu ceTyatkn MaHU(ECTUPOBAIIM B BO3pacTe OT 3 10 14 ner
(cpemHui Bo3pact 7,6 jget). CpeaHue CpOKM HAOIIOACHUS COCTABUIIM 3 roJia, Y OOJBIINHCTBA ACTEH 3a 3TOT
IIepHO, HAOIIAI0Ch IIPOTPECCUPYIOIICE CHIDKCHNE 3pUTEAbHBIX PyHKIMHA. Y 90% nerent 3a001€BaHUIO
CE€TYATKX CONYTCTBOBAIN PA3JIMYHBIC aHOMAIMM pedpakunn. KopperupoBanHas oCTpOTa 3pCHHUS Y MTALIMEHTOB
BapbrpoBajia B mupokux npeaeinax - or 0,08 go 1,0 (B cpeguem 0,344+0,14) 1 3aBucena OT CTCOCHU
IOPAXKEHUS CETYATKU U JJABHOCTH MIpoIlecca.

Jleuenne  ngereHepaTWBHBIX ~ 3a00JI€BaHUM  CETYATKM  MaJod((EKTUBHO.  IlepCHeKTHBHBIMU
HaIPaBJICHUSMHU SIBJIAIOTCS T'€HHAs W KJICTOYHAs Tepanus. AyTrMEHTAllMOHHAs Tepamnus (3aMEHa I'€HOB)
OCHOBaHa Ha JIOCTAaBKEC HOPMAJIbHOM KOIHMH JC(PEKTHOrOo I'€Ha IJIs BOCCTAHOBICHUSA (MYHKIUM. JIs
OOCTAaBKM IEJIEBOIO I'€HA B PETHHAJIBHBIM NUIMEHTHBIM snuteauu (PIID) wmm  QoropeuenTopsl
MCII0JIb3YIOTCS BUPYCHBIE BEKTODHI.

[IpoBoasiTCS HCCIEAOBaHKWS B O00JIAaCTH KIETOYHOM TEpaluM JIETrCHEpPATUBHBIX 3a0oneBaHui. B
4aCTHOCTH, NEPCHEKTUBHO HCCIIEAOBAaHWE, B KOTOPOM KIIETKH PIID, momydeHHBIE M3 3MOPHOHAIBHBIX
CTBOJIOBBIX KJIETOK YEJIOBEKA, TPAHCIUIAHTUPYIOTCI B CYOPETHMHAIBHOE IIPOCTPAHCTBO MAIUECHTOB C
oones3nsto Itaprapara (Schwartz S.D. et al., 2015).




