AIIETOHEMMYECKWI CUHJIPOM V JJETEU
byy A.B, I'opoau T.B., XHMY kagheopa 6uoxumuu

AULETOHEMUYECKUH CUHAPOM — 3TO COBOKYIHOCTb CHUMIITOMOB, OOYCIIOBJIEHHBIX
IOBBIIICHUEM COJIEP>)KAHUS B KPOBHU IIPOJYKTOB HEIIOJIHOIO OKMCJICHUS XUPHBIX KHCIIOT,
o0pa3yomuxcsi Mpu pachajge KEeTOHOBBIX TEN: aleToOHa, alleTOYKCYCHON KHUCIOTHI U Y-
OKCHMACJISHOM KHCJOTHI. Pa3nnyaroT NEepBUYHBIA WM BTOPUYHBIA AllETOHEMHUYECKHUU
CUHIPOM. Y HETEH KaXXIbIM THUII COIPOBOXKAAETCS TUIepKeToOHEMUEW. K HUM OoTHOCATCA
caxapHbli  aual0er, peHadbHas  TJIIOKO3ypus,  TJIUKOT€HO3bl,  THUPEOTOKCHKO3,
UHQEKIUOHHBIH TOKCHUKO3, TOKCHYECKOE TMOPAKEHUE TICUYCHU, THICPUHCYTUHUZM,
YEepernHO-MO3roBele TpaBMbl, Oosie3Hb Wuenko-KyminHra, neilkemusi, reMoiauTHYecKas
aHeMmus. KimHnMuYeckas KapTMHA aleTOHEMUYECKOTO CHHAPOMAa B TaKUX CIydasx
OIpesieNisieTCs OCHOBHBIM 3a00JIEBaHUEM, @ KETOHEMMIO U NPOSBICHUS TUIUYHOM WU
ATUIUYHOM [TOJArpbl PpAaCCMATPHUBAIOT KAK BTOPUYHBII CUHAPOM.

[lepBUYHBIN allETOHEMUYECKUNW CHUHAPOM Yy JeTell cuuTaercs ocTpoil  ¢opMoit

MOUEKHCIIOT0 JuaTe3a WM HepBHO-apTpUTHUecKol aHomanuu koHcTuTyuuu (HAAK) u

OTHOCUTCA K JAUMETA00IMYECKUM T€HETHYECKH AETEPMHUHHPOBAHHBIM MNATOJOTHUYECKHM

COCTOSTHUSIM.

3a0oneBaHUE  XapaKTEpPHU3yeTCs  NEPMAHEHTHOW  TUIEPYpUKEMHUEH, MOBBILIEHHOM

B0O30yIMMOCTbIO HEPBHOM CHUCTEMBI M MEPUOJAUYECKUMHU METaO00IMUECKUMU KPU3HCAMU C

TUIIOTJIMKEMUYECKUM  KETOAIUI030M, KETaHypuUeW, TullepkeToHemuen. B renese

3a00JIeBaHUs ONPENCIICHHYI0 pOJb WrpaeT (pepMEeHTONaTusi, pe3yiabTaToM KOTOPOi

ABJISICTCS HEIOCTATOYHAs YTUIN3ALMSA YTIIEBOIOB U )KUPOB U3 ITUILIH.

[lepBUYHBIN alIETOHEMUYECKUIT CUHAPOM BeTpedaercs y 4—6% nereid B NOMYyJSIUUM Uy

50% neteit c HAAK, 06b1yHO B Bo3pacte ¢ 1 roga mo 12 ner.

Hetn ¢ HAAK uMeroT Takrue 0COOeHHOCTH:

- IloBblieHHast BO30yIMMOCTb U OBICTpasi UCTOIIAEMOCTb HEPBHOM CUCTEMBI;

- HemocraTounocts (hepMeHTOB nieueHH (TIIOK030-6-hocaTtaspr);

- Huskas auernnupyromiasi CiocOOHOCTb alleTHIIKOAH3UMa A BCIIECTBUE Aeduunra
11aBEJICBOM KHUCJIOTHI;

- Hapymenne MexaHn3Mma OBTOPHOI'O MCIIOJIb30BAHUS MOUYEBOM U MOJIOYHOM KUCJIOTHI;

- Hapymienue ®upoBoro 1 yriaeBoiHOI0 0OMEHa;

- Hapyuienne sSHIOKpUHHON perysisiuuu MeTadboau3ma.

Hetn ¢ HAAK cpasy mocie poXIeHUS OTIMYAIOTCA MOBBIIMIEHHOW BO30YAMMOCTHIO,

AMOIIMOHAIIHON JIaOMJILHOCTBIO, HAPYIIEHUEM CHA, IMyTJIMBOCThIO. Bo3MoxkHa aspodarus

u nwiopocnazM. K rojoBajsoMy BO3pacTy OOBIYHO 3aMETHO OTCTAlOT B Macce OT

CBEpCTHUKOB. HEpBHO-IICUXMYECKOE pA3BUTHE, HANPOTHUB, OINEPEKAET  BO3PACTHBIC

HOpPMBI. JleTu OBICTPO OBIAAEBAIOT PEUbIO, MPOSIBISIIOT JTI0003HATEIBHOCTh, MHTEPEC K

OKpY’KaloILEMYy, XOPOILIO 3allOMUHAIOT U NEPECKA3BIBAIOT YCIBIIIAHHOE, OAHAKO YacTO B

MOBEICHUU TPOSBISAIOT YINPSAMCTBO M HeratuBu3M. HauuHas ¢ 2—3-7meTHero Bo3pacra y

HUX OTMEYAIOTCS DKBUBAJICHTHI OAATPUYECKUX IPUCTYIIOB U KPU30B B BUE MTPEXOIAIINX

HOYHBIX OoJied B cCycTaBax, a0JOMHHAJIBHBIX OOJIEW CHACTUYECKOTO XapakTepa,

JOVCKUHE3UHN JKEITYEBBIBOJAIINX IYTEW M JKENyAKa, HENEPEHOCUMOCTH 3aIlaxoB, APYIUX

VMIMOCUHKPA3UN, MUTPEHH, allETOHEMUYECKUX Kpu30B. MHOr1a npociexxuBaeTcss CTOMKUN

cyopebpunuter. BO3MOXHBI THKH, XOPEMUYECKHE M TUKONOJOOHBIE T'MIEPKUHE3HI,

ap(eKTUBHBIE CYAOPOrH, JOrOHEBPO3, FHYpe3. Hepenko oTMmeuaroTcsi peciupaTopHble U

KOXKHbIE aJUIEPTUYECKUE TPOSIBICHUS B BUJE aTONMMUYECKONM OpOHXMAJbHOW acTMBbl,
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aTONMYECKOr0 JIepMaTuTa, KpanuBHULBI, OTéKa KBHHKe, mpuyem B Bo3pacte a0 1 rona
aJUIeprUueCcKre OPaXEHUsl KOXKU KpalHe PEAKU U MPOSIBISIOTCA, KaK MpaBuio, nocie 2—3
neT. B maTorene3e KOKHOIO CMHIpOMa UMEIOT 3HAYEHUE HE TOJBKO AJNIEPTUYECKHUE, HO U
napaajjiepruyeckue  (HEMMMYyHHBIE)  peaklud, OOYCJIOBIIEHHbIE  OCBOOOXKJICHHUEM
OHMOJIOTHYECKH aKTUBHBIX BEIIECTB, YMEHBIICHUEM CHHTE3a HUKINYECKUX HYKJICOTUIOB U
MOIIHBIM HHTHOUPYIOIIUM JI€MCTBUEM MOYEBOM KHCIOTHI Ha aJeHUIIMKIa3y. OqHuM u3
TunuyHblx nposiBieHnn HAAK sgBnsieTcs canmypusi ¢ NPEeMMYIIECTBEHHOM YypaTypuei.
Breienenue coseld MEpUOIMYECKH HAOMIOJAeTCsl OJHOBPEMEHHO C JAU3YpUEH, HE
cBs3aHHON ¢ mHpekuuend. OHAKO BO3MOXKHO pa3BUTHE MUETOHEe(pUTa, KOTOPBIA HacTo
NpUCOeANHSICTCA Tpu HedponuTuaze. Y JeTedl mpemyOoepTaTHOro U IMyOepTaTHOTro
BO3pacTa 4YacTO BBIABILIETCA ACTEHO-HEBPOTUYECKUM WM IICUXAaCTCHWYECKUU THII
aKIEHTyaluu. Y JI€BOYEK IPOSIBIISIOTCSA UCTEPOUIHBIEC YepPThl Xapakrepa. Cpenn HEBPO30B
npeobsagaeT HeBpacTeHUs. BereratuBHO-cocynucTas AUCPYHKLIMS yalle NPOTEKAeT 10
TUIIEPKUHETUYECKOMY THUILY.

AMMHOAIIMJIYPUSA YV JETEN
Cyuxosa H.B., Apmviu H.B., XHMY, kagheopa ouoxumuu

AMHHOAUUIypUs — TOBBIIIEHHOE BBIBEJICHUE M3 OpraHM3Ma ¢ MOYOM OJHON WU
HECKOJIbKMX aMUHOKHUCIIOT WK HAIMYUE B MOYE TPOMEKYTOUHBIX MPOAYKTOB X OOMEHa,
B HOpPME B HEHl HE BCTpeHaromMXCA. benok sBsieTCs OJHUM M3 OCHOBHBIX M KU3HEHHO
HEOOXOJIMMBIX MPOJIYKTOB. B opranusme uenoBeka 3amacoB Oeika HeT. ToJibko mpu
pacnajie TKaHel OeJKU B HUX PaCLICIUISIIOTCS C BBICBOOOXKIEHHEM aMUHOKHUCIIOT, KOTOPbIE
UIYT HA TOJJIEpKaHUE OENKOBOTO COCTaBa APYruX 0oJiee >KM3HEHHO BAKHBIX TKaHEH U
KJeToK. [loaToMy HOpManbHBI pOCT opraHu3Ma 0€3 JIOCTaTOYHOIO KOJIMYECTBa Oeka
HEBO3MOJKEH, TaK KaK >KUpPbI U YIJIEBOJbl HE MOTYT UX 3aMeHUThb. Kpome Toro, B 6enkax
COJIEp)KaTCsi HE3aMEHUMbIE AMHUHOKHUCIOTHI, HEOOXOIMMBbIE [JIsi TOCTPOEHUS BHOBb
00pa3yroumxcsi TKaHeH WM IS UX caMOOOHOBJeHUsA. JleTn OoJiee UyBCTBUTEIBHBI K
roJI0JJaHuI0, YeM B3pocible. B cTpanax, rie umeercs pe3kuil nepuuut 6enka B NUTaHUU
JeTe, CMEPTHOCTh BO3pactaeT B paHHeM Bo3pacte B 20-50 pa3. Ilockonbky Oenmox
HEOOXOIUM TaKKe JUIsl CUHTE3a aHTUTEN, KaK MpaBWIo, NpU ASPUIUTE €ro B MUTAHUU Y
JI€TEl 4acTO BO3HUKAIOT Pa3IM4YHble MH(EKIUU, KOTOPHIE B CBOIO OYEPEAb MOBBIIIAIOT
noTpeOHOCTh B Oenke. Co3gaeTcsi MOpouHbIi Kpyr. IIpruunHON pa3BUTUS aMUHOALMIYPHUH
ABJISIETCSl HApYIICHHE WHTEpPMEAUMapHOro OOMEHAa WM TPaHCIOpTa aMUHOKHUCIOT Ha
YpOBHE KJIETOUYHBIX MEMOpaH T[OYEUYHbIX KaHaJblieB. Pa3nuuaioT npeanovyeyHsle,
MOYEYHBIEC, CMEILIAHHBIE U BTOPUYHBIC aMUHOALIMTYPHH.

B ocHOBe mpeanoyeyHbIXx aMUHOALUAYPUM JI€XKAT HaAPYLIEHUs JAe3aMUHUPYIOLIEH
GyHKUMM TIe4eHH JHO0 TreHeTUYecKu OOyCIIOBIEHHbIE Ne(eKThl 0OOMEHa aMUHOKHUCIIOT,
npoTekaromue 0e3 M3MeHEeHUN peadcopOLMOHHONW (YHKUMK TOuYeK; HAOIIOAAIOTCS Y
JeTeH C:

— Oone3npto Bunbcona-KonoBasgoBa — HacneACTBEHHOE (TIEpeaeTcs OT pOAUTENCH K
neTsiM) 3a0oyieBaHUE, CBA3aHHOE C HapyluleHHeM OOMeHa MeAu B OpraHusMe,
XapakTepu3ylomieecss €€ Ype3MEpHbIM HAKOIUICHHEM B TI€YEHH, MO3re, IOoYKax |
TOKCUYECKUM (OTPABJIAIONIMM) JEUCTBUEM Ha MHOTME BHYTPEHHHE OpraHbl (daiie B
IPOLIeCC BOBJIEKAETCS MEYEHb U HEPBHAS CUCTEMA).
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