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el mpoecCHOHANBFHON IesITeNbHOCTH. JTOT OT-
0Op OTCYTCTBOBAJ M JIO CHX IIOp OTCYTCTBYET B CH-
CTeMe BBICLIEro Mpo(heCCHOHAIBLHOIO 00pa30BaHus
(o kpaitHelt Mepe, B OOJIBIIUHCTBE BY30B).
[IpuopUTeT TEXHOKPATHYECKOTrO TMOAXOHa K
BBICILIEMY HH)KCHEPHOMY OOpa30BaHHUIO B HACTOS-
Iee BpeMs COXPaHIeTCS U ero IpeoloeHHue Tpe-
OyeT IOCTaTOYHO OONBUIMX YCHIMH B Pa3IHYHBIX
obnactsix oOpazoBaHus M Hayku. COBpeMEHHbIH
WH)KEHEp KOHEYHO JKe JIOJDKEH OTBeYaTh 3alpocam
BPEMEHH, HO TEM HE MEHEE UICOJIOT sl HHKCHEPHOI
JeATEeIbHOCTH HE JIOJDKHA IOPOXKIATh HeraTHBHBIE
MIOCJIC/ICTBUS, KAaCAIOIIMECs 3I0pOBbS CHELHAIH-
CTa, OKPYXKAIOIIUX JIFOAEH M AKOJIOTHYECKOIO Mpo-
CTPaHCTBA, KOTOPOE TaK WIM HWHAa4Ye HEepa3pbIBHO
CBSI3aHO C CUCTEMOH «OOIIECTBO — POU3BOACTBO.
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PasnnuHble r0J0COBBIE paccTpoiicTBA BO3HU-
KaloT MPEeUMYIIECTBEHHO B AETCKOM Bospacte. Ilo
JIAHHBIM JIUTEpaTypbl 3a00JIEBAEMOCTh TOJI0COBOTO
ammapara y aereit Bappupyet ot 10 mo 35% (Con-
nmarckuid FO.JI 2010r) Opmaako mpoOiemsl gma-
THOCTHKH BBISIBJICHUS] IPUYUHBI U CBOEBPEMEHHON
KOPPEKIINM HapyIIeHWH rojoca, 0COOEHHO B JI0-
LIKOJIBHOM M MJIJIIIEM MIKOJIBHOM BO3pPacTe OCTa-
I0TCAd HAMMCHEC M3YUCHHBIMU B MCAUATPUN U OTO-
napunronoruu. CToWKoe paccTpoiicTBO rojJocoBOi
(YHKIMU C POXKJICHHS CBSI3aHO C IIPEUMYIIECTBEH-
HBIM OPraHWYECKUM TMOpaKeHUEeM ropranu. B mm-
TepaTrype MaJOYHCICHHBI M KpaiiHe pa3HOpPEYUBBHI
CBEJICHUSI O YaCTOTE U ITHONATOTEHETUIECKON POIIH
B HApyIICHWH TOJI0CO00pa30BaHUsI JUCYHKIUH
COC/IMHMUTENILHOM TKaHU, KOTOpas OO0yCIOBIMBAET
Modonornueckrne u (QyHKIHMOHATIBHBIE U3MEHEHNUS
ropranu. OnmcaHo HeMallo BpPOXKICHHBIX M Ha-
CJIC/ICTBEHHBIX 3a00JICBAHUM, COIIPOBOKAAIOIINXCS
OPraHn4Y€CKMMHN HapPYIICHUAMH TOPTAaHU H TOJIO-
coobpasyromieir pyHkuuu. Cpennd HUX CHHIPOMBI
Bapra, bapneca, IlIBapma-/l>xammis (JlapuHroma-
Jsnusi, MeMOpaHa TOpTaHW, MHOTOHHs), Buibco-
Ha — MUuUKUTH, TpaxeoOpPOHXOMETANHS (CHHIPOM
Mynse—Kyna). K gncny mociemHux OTHOCHUTCS U
cunopom Jlapcena, KOTOPBIN BBIJCIEH B CaMOCTO-
ATEILHYIO HO30JIOTHYECKYI0 eauHuiy B 1950 T
(L. Larsen c coagr.). [lonynsnnonHast 4acToTa He-
n3BecTHa. Hanbonee THIIMYHBIM JJIs1 HETO SIBIISICT-
Csl BBICOKHI MTOPOT CTUTMAaTH3allMy U XapaKTepHbIE
BBIBUXH B KOJICHHBIX, Ta300€APEHHBIX, IUICUCBBIX,
JIOKTEBBIX CyCTaBax, KOCOJIAIOCTh, IMJIMHAPHYE-
ckast opma nanbleB pyK, KOPOTKHAE HOI'TH, IIHPO-

KHE€ TIepBbIC IMAaJbIbI, KAMITOAAKTHINA. boapHBIE
MMEIOT CBOeoOpa3HOe JIMIIO: BBICTYMAIONUHN J100,
BIaBJICHHAs CIIMHKa HOCa, TUIICPTCIOpPpU3M, B HE-
KOTOPBIX CITydasix UMeeTcsi paciuennHa HeOa. [1pu
PCHTTCHOJIOTHYCCKOM HCCIICIOBAHHUU BBISBISIFOTCS,
CMEIIeHHNe KIepenu OonpIIeOepoBOi KOCTH IO
OTHOIICHNUIO K OCIpEeHHOW, aHOMAaJINH KOCTeil 3a-
IISICThsI U IIJIFOCHBI (KOCTI/I YKOPO4YECHBI, ©X OKOCTEC-
HEHUE 3a/IePKUBAETCS), YIJIOUIEHUE TeN MIEHHBIX
MO3BOHKOB, KH(03. BONBIIMHCTBO aHOMAIUH MpHU
JTAHHOM CHHJPOME CBSI3aHO C THIIOIDIa3HeH HOCO-
BBIX, IJICYCBBIX, TSICTHBIX, MATOOEPIIOBBIX U TITIOC-
HEBBIX KocTel. OmmcaHsl ciydaw JETaJbHOTO HC-
X0aa Ha 1-m roay KMU3HU OT HAPYUICHUA AbIXaHUA,
BCJIC/ICTBHE HEIOCTATOYHON PUTHIHOCTH HAJATrop-
TaHHUKA, YCPIATOBUIHOTO XPsIIlia, Tpaxeu. AHOMa-
TN BHYTPEHHUX OPTaHOB, KaK MPABIJIO HE Xapak-
TEPHBI, U3BECTHBI JIUIIb OTACIHHBIC HAOIONCHUS
MOPOKOB cepra, Tuaporedanu, ruapoHedposa.
Ilpueooum xnunuveckuul cayyam u3 coOCMEeHHOU
npaxmuxu cunopoma Jlapcena ¢ MophopyHKIHO-
HAJIBHBIMU U3MCHCHHUSIMU B TOPTAHU U TPAXeOOPOH-
XHUaIFHOM JIepeBe, MPUBEIINI K CMEpPTH peOeHKa.

Pebenox Omsa W. Haxommics mociie poKICHHS
Ha JICYCHUH B OTJCJICHUH MAaTOJOTHH HEIOHOIICH-
HbIX B KpaeBoil jerckoil KIMHUYECKOH OoNbHHIE
c 18.03.11 mo 4.04.11. JleBouka ot 4-ii bepemMeH-
HOCTH, TPEABIAYIIUC TPEPBAHBI IO JKSIAHUIO )KEH-
mmHEL. Hacrosmas OepeMeHHOCTh IpoTeKana C
yrpo3oii mpepeiBarusa B 31-32 Hemenn. BripaxeH-
HO€ MHOTOBOIHWE, THUIOIUIA3Ms IUIAeHTH.. Macca
npu poxkaenun 3100 r. Onenka mo mkane Anrap
5-7 6amuioB. COCTOSIHUE C POXKACHUS TSDKEIIOE,
6e3 kuciopona He obxoauTcst. OTMedancs: THApo-
TOpakc, aciut. [Ipy W3BIICUEHUM IUIOAA CIOMAaHO
mpaBoe Oenpo, HajloXKeHa JoHreTa. V3 ceMeitHOTO
aHaMHe3a M3BECTHO, YTO Y Marepu UMEEeTCs Ipo-
JIarc MUTPAJIBHOTO KJlaraHa, TUIepMOOHIBHOCTh
CYCTaBOB, 3@KHMBJICHUE PaH MPOUCXOIUT C 00pa3o0-
BaHHEM TPyObIX pyOroB. [Ipu BHemIHEM OcMOTpe
peOcHKa BBISBIICHA TIOBBIIICHHAS PACTSHKIMOCTH
KOXXH, THIEPMOOMIBFHOCTh CyCTaBOB, MHKPOAHO-
MaJIn YHOIHBIX paKOBUH, CaHAAJICBHUHAA MICIIb Ha
cronax. B Bo3pacte 17 cyTok mepeBeneHa B OT/e-
JICHHE WHTCHCUBHOM Tepanuu u peaHnumarmu. Ha-
PYIICH MpoIlecC IIOTaHusA. AKTHBHBIX JIBIDKCHUHN B
KOHEYHOCTSIX HeT. B Bo3pacte | mec. 7 nuelt pede-
HOK CKOHYAJICS.

JlaHHBIE THCTONOTMYECKOrO HCCJICIOBAHUS:
JICTKUC — UHTCPCTULIMATIbHAsA THCBMOHMS, OCTp]:lﬁ
OpoHXUT. BpoHXH CIIa3MHPOBaHBI B HEKOTOPBIX W3
HUX OTMEYaeTCs AMBEPTUKYIE3. OCTpHIN Tpaxeur,
neckBamanus stmtenus cnusnuctoil. PIIC ¢ o6paso-
BaHHEM THAIMHOBBIX MeMOpaH. B Tpaxee xpsme-
BbIE KOJIblIa JIe)OpMHUpOBaHbl. B ciau3ucToil Hai-
JICHBI ()parMeHTHl HEO(POPMIIEHHOTO T'HaJIMHOBOTO
xpsmia. B xosblie HaileH y4acTOK pa3psDKCHUS U
3aMeMICHUs] XpAlla KOCTHBIM MO3TOM C YTOJIIe-
HHEM KoJbIla. XpsIIeBasi TKaHb TOMOTCHHAs, sIIpa
pacronoXeHbl OecopsIoYHO, Menkne. B xpsmmax
TOPTaHH yYacTKH pa3psuKEHHUSI.
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Juaenosz ocnosnou: Cunopom Jlapcena c mo-
paxeHueM KOHEYHOCTEH, Xpslledl ropraHu, Tpa-
Xeu, OpOHXOB, B COYETaHUH C JAPYTUMH MOPOKaMH
pasBUTHS: CMeLIaHHas rujaponedans, HENnoIHOe
YABOCHHUE JIEBOH IMTOYKH, Je(PEKT MEKIpeICepaHON
TIEPETOPOIKH, MHOXKECTBEHHBIE IICEBJOKUCTHI TO-
JIOBHOTO Mo3ra. I'eHepann3oBaHHas XJIaMUIAUNHASA
MHQEKIUS: ABYCTOPOHHSSI THEBMOHHMS, HHTEPCTH-
LHUaJbHBIA Kap/HUT, FeNaTuT, HePUT, CEPO3HBIN Me-
HUHTOPHIE(PAIUT, BEHTPUKYIIUT.

Ocnoxuenust: Ilepenom npasoro Geapa B po-
Jlax C TATOJNIOTMYECKUM 3aXkKMBJIEHHEM. JlerouHoe
cepame. Anemus. [HOMHBIM OpOHXUT (BBIgENICHA
CHHETHOMHas majnouka). benkosas muctpodus ma-
pEeHXUMaTo3HbIX opraHoB. Otek nerkux. OTek u Ha-
OyxaHHe TOJIOBHOTO MO3Ta.

Takum o00pa3om, HanW4ue aHTEHATAIBHBIX
(aKTOpOB pHCKA, OTSTOIIEHHOTO aKYIIEPCKOTO
aHaMHE3a, HMMEIOIINXCS WH(EKINOHHBIX 3aboie-
BaHMU y Marep, BHEIIHUX (PEHOTHITUYECKUX Map-
KEpOB y peOCHKAa ¢ M3MEHEHHBIM TOJIOCOM, MPH-
3Hakamu /IH ¢ poxJieHnst MOTYT paccMaTpHBaThCs
B KauyeCTBE KPUTEPHEB TSDKECTH IOPAKCHUS B.JI.
myTed ¥ TPaXeoOPOHXMAIBFHOTO IepeBa. AITOPUTM
JUAarHOCTUKH  HApyIIEHWs T0oJI0CO0Opa30BaHUs
JIOJDKEH TIPe/Ioarath UCKIIIOYEHNE OpraHnIeCKOM
MaTOJIOTUH TOPTaHHU.
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AyTOMMMYHHBIE ~ 3a00J€BaHUS  Pa3NUIHBIX
OpPraHOB M CHCTEM, BKJIFOYAs KOXKY KaK aKTHBHBIH
OpraH UMMYHHOU CHUCTEMBI, MPEICTABIISIFOT COOOI
OJTHY U3 CEPBE3HBIX U CIIOKHBIX TPOOIEM B MEIHIIH-
He. HecMOTpst Ha TOCTUTHYTHIC YCIIEXH B TIOHIMAa-
HUHU THOJIOTHYECKHUX U MAaTOTCHETHIEeCKUX (haKTo-
POB, CIOCOOCTBYIOIIUX PA3BUTHIO ayTOMMMYHHBIX
3a00JeBaHUi, OOJBIIMHCTBO M3 HUX, BKJIFOYAs ay-
TOUMMYHHBIE 0OJIC3HU KOXKHU, OCTAFOTCS «IHUTMOID»
JUIS MHOTHX KJIMHHUIIICTOB W HCcienoBaTencii. B
TeueHue mnociequux S50 JeT MHOTMMH HCCIIEq0Ba-
TENSAMHU pa3HBIX CTPAaH MHpa BENETCS aKTUBHAS U
MOCTOsSTHHAS paboTa MO M3YUYEHHIO MaToreHesa ay-
TOMMMYHHBIX OyJJIe3HBIX JepMmaTo3oB. biaromaps
DIYOOKAM MOJICKYJISPHO-OMOIOTUYCCKIM HCCIIe-
JIOBaHUSM YHAJIOCh BBISBHTH, YTO ayTOMMMYHHBIC
OyJsIe3HBIe JepMAaTO3bl TaKWe KaK ayTOMMMYyHHAas
My3bIpyaTka, Oymae3HbI NMeM(HUTOWA, JTHHEHHBIN
IgA-3aBUCHMBIi OyJIJIC3HBIN IepMaTo3 U MpHOOpe-
TEHHBIM OyJUIe3HBIA SMUAECPMOIIU3 MPEICTABISIIOT
co0OW TETCPOreHHYIO TPYIIY XPOHUYCCKHX, He-
pEeIKO CMEpTeThbHO OMACHBIX OpraHocrenupuie-
CKUX 3a007€BaHUI KOKHM M CIM3UCTBIX 000JIOYEK,

MOKPBITHIX MHOTOCTONHBIM IUIOCKHM SHHUTEIHEM.
BrisBieHHBIE LUPKYJIUPYIOLIUE ayTOAHTUTENA U
(uKcHpOBaHHBIE UIMMYHHbBIE KOMIUIEKCHI, HAIlpaB-
JICHHBIE TIPOTHB PA3JIMYHBIX MOJIEKYN aAre3un
JIECMOCOMAJIBHOTO arapara, IOBEepXHOCTH Kepa-
THHOIIMUTOB, OEJIKOBBEIX KOMIIOHEHTOB 0a3ajJbHOU
MeMOpaHbI SMHJIEPMHCA U IEPMO-3TTHICPMAIEHOTO
COCAMHCHUA CBUACTCIBCTBYIOT O CJIOXHBIX MEXa-
HU3Max pa3BUTUA ayTOUMMYHHBIX 6yJ'lJ'Ie3HI)IX ACp-
Maro30B ¥ O HAJIMYUH Pa3HOOOPa3HbIX NX KIMHUYE-
CKHUX TPOSIBIICHHH.

[[Iupokuil CHEeKTp KIMHUYECKUX M HEPEIKO
aTUNWYHBIX (OPM MPOSBICHUN ayTOMMMYHHBIX
OyJJIe3HBIX JIEPMATo30B TPEOYIOT OT Bpadya BBICO-
KOHM KBANM(HUKAIMK M 3HAHUH 0COOEHHOCTEeH MaHu-
(ecrammii U TeUCHUST ayTOMMMYHHBIX OYJII€3HBIX
JIEpMaTO30B B COBPEMEHHBIX YCIIOBHUSIX.

Tak, OCHOBBI, HA KOTOpPBIE OMMPAETCS OIIpe-
JIETICHNE «ITy3bIpUaTKa» C MOMEHTA HEPBOIO OMNH-
CaHudA, B TCYCHUC MHOT'UX I[CCSITI/IHCTI/Iﬁ peTep-
MEeBAIOT HBOMIOLMIO. [3BECTHO, YTO KIMHUYECKas
KapTHHA ayTOMMMYHHOW ITy3bIpYaTKH XapaKTepH-
3yeTcCsl TOSIBJICHUEM ITy3bIpei Ha KOXKE U CIIM3UCTBIX
o0omoukax ¢ oOpa3oBaHHEM OOIIMPHBIX IPO3UB-
HBIX MOBEPXHOCTEW M HEPEAKO MEXaHWYECKOH OT-
crnoifkoit smmuepmuca (cumnrtoM Hukombckoro).
B mnocnenyromeM KIMHUIUCTBI OOpaTWUIIM BHHUMa-
HHE Ha HEOOBIYHbIC BBICHINIAHMS, HAIIOMUHAIOIINE
KapTHHY MHOTO(OPMHOH 9KCCYIAaTUBHOMN SPUTEMBI,
TOKCHYECKOTO 3MUAEPMAIHOTO HEKPOJHM3a W Ya-
CTOTY UX COYETaHMs C HEOIIACTUIECKUMHU 3a0ore-
BaHMusIMH. B HaHLHeﬁMEM TIO3BOJIMJIO BBIJICIIUTH B
CaMOCTOATENIbHYIO (hOpMY ITapaHEOoIIaCTHYECKYTO
y3bIpUYaTKy.

HeoObrunble BBICHITAHUS MOXKHO HaONIONATh
u mpu OymnesHoM mnemburonae. M3BecTHO, UTO
Oyisie3Hbli eM(UIronI UMEeT J(Ba Mepuosa pas-
BUTHSL — 3TO MPOJIPOMANIBHBIN (HEOYsIE3HbIH) |
Oymnesnsiid. Ecnu Hanu4ue Oysul, Kak MpaBuiio, He
BBI3BIBACT COMHEHHUH B IOCTAHOBKE JHArHo3a, TO
B HeOyIUIe3HOH (aze mempurons; MaHUPECTHPY-
€T YacTO HecHeru(pUIecKu, TaKUM 00pa3oM, BBO-
A KIMHUIOUCTA B 3a6ny>1<aeHHe IIpyu NMOCTaHOBKE
NpaBWILHOTO Juarno3a. Cpeau JUarHo30B 4acTo
BCTPEYAIOTCS: MIPYPHUTO0, IK3eMa, KaHAWI03, reprie-
TUQOpMHBIA gepMaruT Hropunra, yecorka. Crox-
HOCTH B JIMAarHOCTHKE Oy/UIe3HOTO MeMQpuronga
HAOJIIOAlOTCSl U B CIy4asX MapaHeoIUIa3uH, IIe
KIIMHUYCCKasd KapTHHa MOXCET HallOMHUHATb BYJIb-
TapHyIo IMy3bIpyaTky, CHHIpoM CtuBeHca-J>KoHCo-
Ha U cuHpom Jlaiiena.

[TocraHOBKa KIMHWYECKOTO JHArHo3a JHMHEH-
Horo IgA-3aBucmMmoro Oyiuie3HOTO AepMmaro3a M
npuoOpeTeHHoro OyJUIe3HOTO SMUACPMONN3a 3a-
TpyaHEeHa (IPaKTUYECKH HE BOSMOXKHA) B CHITY KJIH-
HUYECKOTO CXOJICTBA C JIPYTHMMHU ayTOMMMYHHBIMHU
OyJJIe3HBIMU JIEPMaTO3aMH, TAKUMH KakK TepIIeTH-
dhopmHbI nepmarut J(ropuHTa ¥ OyJUIC3HBIH ITeM-
¢uronn. B cimywae mpuoOpereHHOTO OyIIIe3HOTO
SMMIEPMOITH3a TAPAHEOIIACTHUECKOTO TeHe3a Kap-
THUHA MOXCT HAITOMHUHATD BYJIbI'apHYIO IIy3bIpYaTKYy.
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